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CIIMCOK COKPAIIIEHU, YCJIOBHBIX OBO3HAYEHUM
AJl — apTepualibHOE J1aBICHUE
AJIT — ananmnamuHOTpaHcdepasa
ACT — acnapraTaMuHOTpaHcdepasza
AUYTB — akTUBHpPOBAaHHOE YACTUYHOE TPOMOOIIIIACTUHOBOE BpEMSI
BAIII — Bu3yanpHO-aHanorosas nikasia
BUY — Bupyc uMMyHonepUIIMTa YETOBEKa
BO3 — BcemupHas opranusaius 34paBoOXpaHEeHUS
BPK — Bpems pekanbuupukanuu
BCK — BpeMs cBEPThIBaHUS KPOBU
B®I' (WFH) — Becemupnast peneparmsi reMopriimn
I'BAO — I'opHo-banaxmranckast aBToHOMHast 00J1aCTh
I'® — remodunus
JABC — aucceMUHUPOBaHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE
XKC — xxu3nennas cuia (mkana SF-36)
Wb — unaTeHCUBHOCTH 60H
NBC — umemuyeckast 001€3Hb cepaia
UMT — nHnexc maccsl Tena
NDA — ummyHODepMEHTHBIN aHATU3
KI' — koHTpOnBHAS Tpynna
KT — xommnbroTepHast Tomorpadust
KTBP — xomnbroTepHas ToMmorpadus BHICOKOTO pa3perieHus
JIITHIT — nunonpoTen1bl HU3KOM TNIOTHOCTH
MIIKT — muHepasibHas MIIOTHOCTh KOCTHOM TKaHU
MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus
HMI] PT — HaumoHaneHbiit MeTUIIMHCKUM 1IeHTp PecnyOnuku Tamkukuctan
O3 — obmree cocrosiHUE 310poBbs (1Kana SF-36)
[1B — nporpoMOMHOBOE BpeMs
[I" — npuobperéHnast remopuns

13 — ncuxuyeckoe 310poBbe (1kana SF-36)
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[N — npoTpoMOUHOBBIN HHAEKC

PO® — poneBoe (PyHKIIMOHHpPOBAHUE, OOYCIOBIEHHOE (PU3NYECKUM COCTOSHHUEM
(mkana SF-36)

P®D — poneBoe GpyHKIMOHUPOBaHUE, 00YCIOBIEHHOE 3MOIMOHATBHBIM COCTOSIHUEM
(mkaa SF-36)

CK® — ckopocTh KI1yOOUKOBOM (pHIIbTpaliuu

COD — cKOpOCTh OCenanus SPUTPOLIUTOB

CIIN — cunapoM npruoOpeTEHHOro MMMYHOAe(ULINTA

C® — conmanibHoe PyHKIIMOHUpOBaHue (mkana SF-36)

TIII" — TONEpPaHTHOCTH MJIA3MBbI K TEIIAPUHY

V3U — ynbTpa3zByKOBOE UCCIIEOBAHUE

OD — pusnueckoe GpyHknuoHupopanue (1kana SF-36)

YJ[ — yacTtoTa JbIXaHUS

YCC — gacToTa cepIeUHbIX COKpaIICHH

OKTI' — snexkrpokapauorpadus

AAYV — adeno-associated virus (aJieHOaCCOIMUPOBAHHBIN BUPYCHBINH BEKTOD)

EQ-5D — EuroQol-5 Dimensions (OIpOCHUK OLICHKH Ka4eCTBa KH3HH )

F8 — ren ¢axrtopa cBéprriBanus kposu VIII

F9 — ren ¢axrtopa cBépThiBanus KpoBu [X

HAM-D — Hamilton Depression Rating Scale (mkana genpeccun ['ammisToHa)
HEAD-US - Haemophilia Early Arthropathy Detection with Ultrasound
(y1bTpa3ByKOBO# MPOTOKOJI PAHHETO BBISBICHHS reMO(UIHYECKON apTPOIIaTHH)
HJHS — Hemophilia Joint Health Score (imkama OneHKH COCTOSHHS CYCTaBOB IIPHU
reMO(UIINH)

IPSG - International Prophylaxis Study Group (MPT-mikama oOleHKH
reMO(pHINIECKON apTpOIaThy)

ISTH — International Society on Thrombosis and Haemostasis (MexmyHapoaHoe
00IIIECTBO TTO TPOMOO3y U TEMOCTA3Y)

STAI — State-Trait Anxiety Inventory (mkana tTpeBoxxnoctn Crimoeprepa)



BBEJIEHUE

AKTYaJIbHOCTh TeMbl HccjienoBanusi. ['emopuians oTHOCUTCS K HamOolee
COITMAJILHO 3HAYUMBIM HACJIEJICTBEHHBIM KoaryonarusaM: «remodunus (haemophilia;
rped. haima - kpoBb + philia - CKJIOHHOCTB) - HACIJIECTBEHHOE 3a00JIeBaHMUE,
IPEUMYILIECTBEHHO JIMI] MY>KCKOTO I0Jia, B OCHOBE KOTOPOTO JIEKUT HapyIICHHUE
nepBoil ¢a3bl cBepThiBaHUSI KpoBHU, oOyciosieHHoe aeduuurom FVII umun FIX u
IPOSBIISIFOIIEECS YACTHIMU, JUIMTEIbHBIMU KPOBOTEUEHHUSIMU U TeMapTpo3amu» [57, c.
9]. Ilo npupoae 3aboneBanus, «mnockoyubkKy reusl FVIII u FIX pacnonoxxens! Ha X-
XpOMOCOME, a MaTOJOrH4YecKue (DakTOphl SBISIOTCS PEUECCUBHBIM IMPU3HAKOM, TO U
remounus A, u remoduiusa B - perieccuBHbie 3a001€BaHNsl, CLETIJICHHBIE C TTOJIOM
[57, c. 18]. KnuHn4eckn «KIMHUYECKas KapTHUHA TeMODUIUU XapaKTEPHU3YeTCs
reMaTOMHBIM THUIIOM KPOBOTOYMBOCTH C MpeoOaaHueM KPOBOUBIUSHUN B KPYITHBIC
CyCTaBbl, MBIIIIBI U BHyTpeHHUE opranb» [14]. [To nanaeim B.A. JIrocoBa u coasr.,
«Hanbojee YacTo CHOHTAHHBIE U TPAaBMATUUYECKHUE KPOBOWBIIUSHUS MPOSIBISIIOTCS
remaptpo3amu (70-80% cnydaeB), yacTo 0Opa3yroTcsl MOAKOXKHBIE TreMaTombl (10-
20%)» [40, c. 13], npuuém «Hanboyiee YacTO TeMapTPO3bl BOBHUKAIOT B KOJICHHBIX
(45% cnyudaeB), nokteBbix (30%) u ronenocronubix (10%) cycraBax. IlnedeBnie u
Ta300€IpEHHbIEC CYyCTaBbl MOPAXKAIOTCS 3HAYUTEILHO pexke (B 2-3% ciyuae)» [40, c.
13]. B o6o0maromux 0630pax 0TMEYaeTCs, YTO «PEUUAUBUPYIOIINE KPOBOU3IUSIHUS
B CYCTaBBI M MBIIIIIIBI SIBJISTFOTCS XapPAKTEPHBIM MPU3HAKOM TSKENON reMObUITNT U TIPH
OTCYTCTBUHU JICUEHUS MPUBOJAT K XPOHUYECKOW MHBAIMAUUPYIOLIECH apTPOIMaTHI
[72, c. 1447], a «remMapTpo3 sBIAETCA HAMOOJEE YACThIM TUIIOM KPOBOTEUEHUS Y JTUI]
¢ TsoKENOM reMouIiieit, cocTaBsAs OOJIBITUHCTBO SMTU30I0B KpoBOTeUeHMI» [ 138, ri1.
10]. Hawubonee Tpo3HBIM OCJIOKHEHHEM 3aMECTUTEJIbHOM Tepamuu OcCTaércs
uHrubuTopHas Qopma: «pa3Buthe HHrHOMTOpoB MpoTuB (akTtopa VI wmmm IX
ABISIETCST HauOoyiee CEpbE3HBIM CBS3aHHBIM C JICYEHUEM OCIOKHEHHEM MpHU
remopunun» [72, ¢. 1451].

OnuaeMHoIoruyeckas  3HA4MMOCTh  MOATBEPKICHA  MEKIyHapOAHBIMU
JAHHBIMU: MeTa-aHanu3 peructpoB WFH ycraHoBuII, 4TO «pacnpocTpaHEHHOCTD (Ha

100 000 my»xunH) coctasisiet 17,1 ciydas njs reMopuinu A BCceX CTETICHEH TSKECTH,
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6,0 cimygas mis Tsoxénon remodruu A, 3,8 ciyuas ais remodminn B Bcex cTenenei
Tsokectd u 1,1 cimydas ans Tsoxénowt remodunuu B» [98, c. 540]. Cxomnbie
COOTHOIICHHS TPUBOATCS U B OTEYECTBEHHOM JIUTEpATYpE: «reMO(UIns BCTpeUaeTcs
¢ yactoroit 7-16 ciiyyaeB Ha 100 ThIC. 1ETCKOTO HAaceIEHUs, IPU ITOM reMopuinio A
BeIBISIOT ¥ 80% OGonbHBIX, TeModunuio B -y 19%, remodunuio C -y 1%» [20, c.
44]. B peruoHanbHOM KIMHMYECKOM pykoBoacTtBe Crtpan LleHTpansHOll A3um
yKa3aHo, 4TO «pacnpocTpan€éHHOCTh Temodunuu A coctasiset 1:10 000, remodunnu
B - 1:30 000-50 000 xwuteneii Mmyxkckoro nojyay [22, c. 8]. [To onerkam meTa-aHanm3a,
«OXKHIaeMOoe YUCIIO OOJBbHBIX TeModuinel Bo BcéM mupe cocrasisier 1 125 000, u3
koTopbix 418 000 momkHBI UMETh TsDKEMy0 Temodrmion [98, c. 540]. IIpu sTom
UCTUHHAS YHCIICHHOCTh OOJBHBIX 3HAYUTENIPHO MPEBBIIIAET YWCIO BBHISBICHHBIX:
«pacrpocTpaH€HHOCTh Temodunuu paznuuaerca B mupe: nodytd 100% OoabHBIX
JMarHOCTUPYIOTCA B CTPaHaxX C BBICOKMM YPOBHEM J10X0/a U Jinilib 12% — B cTpaHax
c Oosnee HU3KUM ypoBHeM noxozxa» [81, Background], a «momomib, okazpiBaemasi B
CTpaHax C HU3KKUM YPOBHEM JI0X0/1a, OTCTAET OT CTPaH C BHICOKUM YPOBHEM J10X0]1a Ha
cpok a0 40 ner» [81, Conclusion]. [Ipobyiiema He10IMarHOCTUKN OCOOEHHO BhIpaKeHa
B CTpaHax ¢ OTPaHUYCHHBIMH pecypcamu: «Opemsi 00yie3HU OCOOCHHO BBIPAKEHO B
YCIIOBUSIX OTPaHUYEHHBIX PECYPCOB, Il O0IbHBIE YACTO CTAJIKUBAOTCS € 3aM031JI0M
JTMArHOCTUKOM, HEPETYIISIPHBIM JJOCTYIIOM K KOHIIEHTpaTaM (haKTOPOB CBEPTHIBAHUS U
HEXBATKOMW CHEIUaIN3UPOBAHHBIX IIEHTPOB JieueHus» [106, c. 126]. [To 0600mEHHBIM
OIIEHKaM, «OKO0JIO 75% iyl ¢ reModuIneit TPOKUBAIOT B PA3BUBAIOIIUXCS CTPaHaX U
HE MMEIOT JIOCTyNa K PYTHHHOW IOMOIIM BCJIEJACTBHE MHOXXECTBa OapbepoB» [115,
Abstract]. OTu monoxeHus: UMEIOT MpsiMoe oTHoteHue K Pecriyonuke Tamkukucra.

KnuHuueckass TSKECTb OMNpEAENsieTCsl OCIONKHEHUSIMU: «PEUUTUBUPYIOIIHE
reMapTpo3bl MPUBOJIAT K MOPOYHOMY KpPYry ,,KPOBOT€YEHHME — CHHOBUT —
KPOBOTEUEHHE , KOTOPbII B KOHEYHOM HTOI€ 3aBEPIIAETCA Pa3pyLICHUEM XpAlla U
remodunuueckoit aprponatueit» [131, c. 7]. K xxu3neyrpoxarommm ocI0KHEHUSIM
OTHOCSITCA BHYTPHUUYEPEIIHbIE KPOBOU3IHUSAHUS, KOTOPBIE «CIIy»KaT npuunHou 10 40%
Ciy4aeB cMepTH O0bHBIX TeModrummein» [39, ¢. 52]. B memom «cMepTHOCTh Y OOJIBHBIX

remodumeit Obuta B 2,3 pasa BbIlIe, 4eM B 00IIei Myxckoi momyssiiuu (SMR 2,3,
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95% nosepurtensHbIi nHTEpBan 1,9-2,8)» [127, Results]. B ycnoBusix PT crpykrypa
OCJIO)KHEHUI UMEET BBIPAKEHHYIO CE30HHYIO 3aBUCUMOCTb: «remMoapTpo3bl (79,0% u
17,0%), rematoma msarkux Tkaneu (77,0% u 15,0%) u crioHTaHHBIE KPOBOTEUEHUS
(67,0% u 15,0%) sSBASIMCH CAMBIMU YaCTHIMU OCJIOKHEHHUSIMU B KapKHUI Mepruo rojaa
110 OTHOIIECHMIO K XOJIOJJHOMY Iepuoay roga» [42].

Crenenb Hay4yHO#l pa3padOTaHHOCTH H3y4aeMoil mpodJembl. O cTreneHu
U3YUYEHHOCTH MPOOJIEMbI CBUETENIbCTBYIOT HAllMOHANIbHBIE perucTpbl. B Poccuiickoii
Oenepanun «peructp 60apHBIX reModunueit PO na 25.10.2018 cogeprkan cBeneHus
0 7433 mamuenTax, U3 HUX ¢ remodumameit A - 6525 yemoBek» [30]. PeneBanTHBIM
ananorom Jyist LleHTpanibHOM A3uu CITyKUT Y 30€KHUCTaH, TJIe «BCETO B PECITyOIMKE 3a
nepuona ¢ 1991 o 2004 rox 6su10 3apeructpupoBano 1304 cioydas remoduinu A u
B» [77, Abstract], a «mmoka3arenb 3a0osieBaeMocTu BapsupoBai ot 0,75 o 1,46 nHa 10
000 HOBOPOXKIEHHBIX MAIBYUKOBY [77, Abstract]. MexayHapOJHBIN OMBIT YKa3bIBaeT
Ha CBS3b UCXOJ/IOB C OpraHU3alyeld TOMOIIHU: «IIOMOIIb B LIEHTPE JICUEHUS TeMOPUIUH
ObLi1a CBSI3aHA CO CHMYKEHHBIM PUCKOM cMepTH (oTHomeHue yactot 0,6)» [136, c. 440].
®OHOBBIM (PAKTOPOM pPUCKA B PETUOHE CIY>KUT BBICOKAS JTOJS OJIM3KOPOICTBEHHBIX
OpakoB: «B HacTosmee Bpemsi cBbimie 1100 MIJITHOHOB 4YeIOBEK MPOKMBAIOT B
CTpaHax, I7ie OJIM3KOPOJICTBEHHbIE OpaKu SIBISAIOTCS OOBIYHOW MpakTuko» [74, 75],
YTO yBEJIMYUBACT YACTOTY POXKIEHUS JeTel ¢ X-CIEMIEHHBIMU PACCTPONCTBAMH.

B Pecnybnuke Tamxukucran mpoOiiemMa  ocTaBalach  MPAKTHYECKU
HeuzyueHHOW. CoriacHO €IUHCTBEHHOMY MPOQMIBHOMY HCCIEAOBAHUIO, «B
Pecnybnuke Tamxukuctan Ha 2024 roa Bcero 3aperucTpupoBaHo 773 OOJBHBIX C
remouinet B Bo3pacte oOT 1-ro roma a0 46 Jner U cTapiie, YpOBEHb
pacrnpoctpanénnoctu coctanisiet 0,754 B pacuére Ha 100 ThIC. Hacenenus (pu 9 MITH.
504 teic. HaceneHus)» [42, c. 103], npuuém «c remopunuenn "A" 3aperucTpupoBaHoO
615 uenorexk (79,5%), c remodunueii "B" - 158 uen. (20,4%), cayuaeB remodunuu "C"
HE BCTpeuanochy [42]. DTOT nmoka3areib CyIIeCTBEHHO HM>KE MUPOBBIX OLIEHOK [98, c.
940], uTO YyKa3blBa€T HAa BEPOSITHYIO THUIOAUATHOCTUKY. TeppuropuaibHoe
pacmpesiesieHie HepaBHOMEPHO: «paioHbl pecmyOnukanckoro nomunHeHus (PPII)
3aHUMaJIM TJIABEHCTBYIOIIYI0 poib (n=251; 32,4%), Xarnonckas obmnacts (n=216;

28,0%) Cornuiickas obnacte (n=191; 24,7%) ropon Hdymaun6e (n=100; 13,0%)
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HaWMeEHbIIee KoaudecTBO mamueHToB Obutm M3 ['BAO (n=15)» [42], a «cpemu
MAIMEHTOB ¢ TeMO(IINEH TpeBaIMpPOBaIu MYXXUUHBI (668 denoBek, 86,4%)» [42].
PernonanbHON 0COOEHHOCTBIO SIBIIAETCA TO, YTO «CKAPKUN KIMMAT SBIIAETCS (aKTOPOM
pHUCKa pa3BUTHS OCIOKHEHUH, 4aCTOTa KOTOPHIX BO3PACTAET C YBEIIMUEHUEM TSXKECTU
COCTOSIHMSI TaTojiorun» [42], 4To M ompenensieT HEeOOXOAMMOCTb HACTOSIIETO
uccienoBanus. O BEICOKOM 00111€CTBEHHON 3HAYMMOCTH MPOOJIEMbI CBUIETEIBCTBYIOT
U cooOmenus HauoHaidbHbIX CMU: mo nanHbiM uH(popMareHTcTBa «ASia-Plusy, B
Tamxukucrane 3apeructpupoBaHo okosno 800 OonpHbIX Temodunueit [8], uTo
CorJIacyeTcsi C JaHHBIMH areHTCTBa «XoBap» O 4Yucie OOJBHBIX M OpTraHU3aluu
nmoMom B peciyonuke [45]; BOMPOCH JOCTIKEHWNM W HEPEHIEHHBIX MPOOJIeM
OKa3aHMsI TOMOIIX OOJIbHBIM TeModuineil B TaIKUKUCTaHEe TaKkKe OCBEIIAIUCH B
HaIlMOHAJIbHBIX M3aAaHusAX [13].

B wMupoBoil nuTepaType HAKOIUIEH 3HAYUTENbHBI O0BEM MaHHBIX 110
remMomnK, pa3padOTaHbl MEXKIYHAPOJIHBIE PEKOMEHIAIWH, T/C «IIEICBBIM
(TapreTHpIM) CyCTaBOM  HAa3bIBalOT  OTACJIBHBIA CyCcTaB, B KOTOPOM 32
MOCJIeIOBATEIbHBIM O-MECSAYHBIM MEepUOA MPOU30LUIO TPU WA 00Jiee CIOHTAHHBIX
kpoBom3nusHUs» [138, ¢. 98]. B PecniyOonuke TamkukucTaH TeMa MPAKTHYECKH HE
pazpaboTaHa, OTCYTCTBYIOT pENpE3CHTATUBHbIC HAIMOHAJIbHBIE JaHHBIE O
PETHOHAILHON CTPYKType 3a00JIeBa€MOCTH, OCIOXHEHHSX, (akTopax pucKa u
OpraHu3alMK ITOMOIIIH.

CBs3b HCC/IeI0BAHUS C HAYYHBIMHU POrpaMMaMiu (MMPOEKTAMH) M HAYYHOMH
TemMaTukol. JluccepranronHas paboTa BBIMOJHEHA B COOTBETCTBUU C IUJIAHOM
HAyYHO-UCCIIEIOBATEILCKON paboThl Kadenpsl BHYyTpeHHUX OoisiesHedt Ne3 T'OY
TI'MY umenn AOyanu nouu CuHo U sBiAsieTcs: pparMeHTOM MHUIIMATUBHOW HAYYHOM
TE€Mbl «AKTyaJlbHble BONPOCHI BHYTPEHHUX OOJe3HEeW ¢ y4€TOM KOMOPOUJIHOCTH U
MyJbTUAUMCHUILUIMHApHOTO noaxoaa» (I'P Ne0125TJ1693, 2025 r).

UccnenoBanne mnpoBOAWIOCH B pamMKax BbiMmojHeHUs [locTaHoBiIeHMs
[IpaButensctBa Pecnybnuku Tamxuxkucran ot 3 aexadps 2012 roma, 3a Ne676 «O
NEPCHEKTUBAX MPOPMIAKTUKA U KOHTPOJISI HEMH(PEKIMOHHBIX 3a00JeBaHUN U

TpaBMaTusma B Pecrryonuke Tamxukucran Ha 2013-2023 roasi».



OBLIAA XAPAKTEPUCTUKA NCCJIEJOBAHUSA
Heab uccaegoBanus. 3yunTh KIMHUKO-3TUAEMHUOJIOTUYECKHE OCOOCHHOCTH

remoguinu B TaJpKukucTaHe ¢ y4TOM PErHOHaIbHBIX PA3IMYUNA U OCJIOKHEHUH.

3agayu ucciie10BaHNA:

1. Ouenuts pacnpocTpan€éHHOCTh TeModunuu B Pecniybnuke TaKUKUCTaH ¢ y4ETOM
PErMOHAIBHOTO PACHPEACIICHUSI MAlMEHTOB, TUIA 3a00JIEBaHUSI U CTEIEHU €ro
TSYKECTH.

2. OxapakTepu30oBaTh KIMHUKO-Ta0opaTopHble ocoOeHHOCcTU remopumnu A u B y
KEHIIIMH 3pEeNIor0 BO3pacTa, a Takke TedeHue MpuoOpeTeéHHoM remoduinu B
3aBUCHUMOCTH OT I10J1a, BO3PAcTa U CONMYTCTBYIOIIEH MaTOJIOTHH.

3. [Ipoananu3upoBarh peruoHANIbHBIC, COLUAIBHO-AEMOrpapUUYecKue U MEIAUKO-
collMaJIbHble OCOOCHHOCTH TMAIMEHTOB C remoduinet A u B, Bkitowas mecto
IIPOKUBAHUsI, CEMEUHBIN CTaTyC, NOCTYIIHOCTh MEIUIMHCKOM IOMOILIU, YPOBEHb
BUTamMuHa D, MCUXO03MOLMOHAIIBHOE COCTOSIHUE U CTPYKTYPY TeéMOpparuyecKux
OCJIOKHEHUM.

4. TlpoBecTd CpaBHUTEIBHYIO OIIEHKY CYCTaBHBIX IOPAXXEHUH, KOMOPOUIHOTO
cTaTyca, METabOTUYECKUX MTOKa3aTelleld, MUHEPATIbHOHN INTIOTHOCTA KOCTHOM TKaHU,
CHUCTEMBI T€MOCTa3a U KauecTBa JKU3HH Y JETeH U B3pOoCibIX ¢ Temodrimen A u B.

O0bekT ucciaenoBanus. [lanuenter ¢ remodument (n=773), paznuyaronimecs
no ¢opme 3aboneBanus (remopuinnss A u B) u crenenn TsHKeCTH TEUEHUs, a TAKKe
rpy1ma KOHTpoJs -50 340pOBbIX JIHII.

IMpeamer ucciaegoBanus. [IpeameroM HccaenOBaHUS SABJISIOTCS MALMEHTHI C
pa3IMYHBIMU (DOPMAMHU U TSHKECTHIO TEUEHUS TeMO(DUIINH, Pa3BUBIIHUECS OCI0KHEHUS,
ncuxosmormoHanbHbid (oH, MITKT u remokoaryisiiimoHHBIN CTaTyC.

Hayuynasi HOBHU3HA HCC/Iel0BaHUs. BriepBbie OLIEHEHA pacnpOCTPaHEHHOCTH
remopmmmu B PecnyOnmuke Tamxwkucran: B 2024 romy 3apeructpupoBaHo 773
nanuenTa (7,5 Ha 100 000 Hacenenus), u3 Hux 40,4% - netu u 59,6% - B3pocibie, pu
npeo0IaaHun y JeTeil MKOJIbHOTO Bo3pacTta (6-10 5er), a y B3pOCHbIX - MOJIOAOTO
Bo3pacta (18-44 1eT) 1 TOMUHUPOBAHUHM MYXKYUH B 00EUX KOrOopTax; HauOOJbIIast
yactora orMeueHa B PPII, ngamee - B Xatnonckon m Coramiickod oOnacTsxX H T.
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Hyman6e, nammenbimas - B ['BAO, mpu stomM mnpeoOmamana remobuiaus A,
IPEUMYIIECTBEHHO CPEAHETSKENBIX U TDKENBIX QopM, ciayyau remoduinuun C He
3apEruCTPUPOBAHBI.

BrnepBbie n3ydeHbl 0cOOEHHOCTH TeueHust remouiinu A u B y sxeniun (n=15),
XapaKTEPU3YIOUIUECH aKyLIEPCKO-TUHEKOJIOTHYECKUMU OCJIOKHEHUSMH, PEIKHUMU
reMapTpo3aMi U XpOHUUYECKOW aHEMHUEW, TOrJa KaK y MalMeHTOB ¢ NPUOOPETEHHOM
reMouiIreil oTMeyalnuch CHM)XKeHHE akTUBHOCTH (pakTopa VIII, remopparuueckuii
CUHApPOM 0€3 TeMapTpo30B W JeOI0T 3a00JeBaHUS B MOXKHIOM BO3pacTe Ha (oHE
ayTOMMMYHHOHM, OHKOJIOTUYECKOW M XPOHUYECKOW COMATHYECKOW IIaTOJOTHH; C
OJIMHAKOBOW YaCTOTOM BCTPEYAEMOCTH Y MYKYHMH U KEHIIUH.

BrisiBieHsl permoHaigbHble 0cOOeHHOCTH TeMopuianu A u B, mpossisBiiuecs
BBICOKOH J10JIel MAallMeHTOB U3 MHOTOAETHBIX U OJIM3KOPOACTBEHHBIX CEMEM, HU3KOU
JOCTYMHOCTBIO MEAUIIMHCKON TTOMOIIIH, COLIMAJIbHBIM HEOJIAronoayyuuemM, 1eGuuuTom
BUTaMHHA D ¥ NMpenMynIeCTBEHHBIM IIPOKMBAHUEM B CEJIbCKOM MECTHOCTH, a TAKXKE
npeo0ialaHueM  TPEBOXKHO-JCMPECCUBHOTO  COCTOSIHUSI M TE€MOpparnyecKux
OCJIO)KHEHUH (reMapTpo3bl, FeMaTOMbI, CHOHTAHHbIE KPOBOTEUEHUS, TeMODUITNYECKas
He(dponaTus), TOrJa KakK >KeIyJOYHO-KHUILIEYHble, CyOKOHBIOHKTUBAJIbHBIE WU
BHYTPUYEPENHBIE KPOBOTECYEHU S BCTPEUYAINCH PEXKE.

BrIsiBIeHO, 4YTO TOpakKeHHWE CYCTAaBOB MPH TeMO(DHUINU XapaKTepU3yeTcs
BBIPQXKEHHBIMU BO3PACTHBIMH Pa3IMUUsSMU: y B3POCIbIX (OPMUPYETCS XPOHUUYECKAs
nporpeccupyomas reMopuiIndeckas apTpomaTHss C Pa3BUTHEM KOHTPAKTYD,
CTOMKHAMHA (GYHKIMOHATIBLHBIMU HapyLIEHUSIMH " BBIPAYKEHHBIMU
PEHTTEHOJIOTUYECKUMU U YJIBTPACOHOIpahpUUEeCKUMU H3MEHEHHUSIMH, TOrJa Kak y
JETEN CyCTaBHOM CUHAPOM IIPOTEKAET OCTPO, PELUANBUPYIOLIE U IPEUMYIIIECTBEHHO
oOparumo, 6e3 (opMHUpPOBaHUS KOHTPAKTYP M C MUHHMAIBHBIMH CTPYKTYPHBIMU
VU3MEHEHUSIMU.

JlokazaHo, 4YTO Yy B3pOCHBIX MallMEHTOB ¢ TsOKEIOW  remoduiueit
MYJIbTUKOMOPOUAHBIA U MYJBTUMOPOUIIHBINA cTaryc ObL1 Oojiee BBIPAXKEH, YEM Y
NeTel; OTMEYECHO CHM)KEHUE MUHEPAIIBHON INIOTHOCTH KOCTHOW TKaHH, ITPX 3TOM IIPH

remopmmu A mpeobiaman ocreomnopo3, npu remodunuu B -octeoneHus ¢ pexe
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BCTPEYAIOIIMMCSI  OCTEOIIOPO30M, COINPOBOXKIABIIASCS HApyLIEHHWEM TIeMOCTa3a
(cHmxenneM (GakTopoB cBEpThIBaHUS, yanuHenuem AUTB), cHukeHueM kadecTBa
KU3HU U (POPMUPOBAHUEM TMOJIUOPTaHHBIX OCIOXKHEHUH.

TeopeTnyeckasi 1 HAYYHO-NIPAKTUYECKAsA 3HAYUMOCTb UCCJIeI0BAHUS

PesynbraTtel snuaeMuosiorndeckux uccienoBanuii 2014-2024 rr. mo3BoJiwin
OIIEHUTH PACHPOCTPAHEHHOCTh M 3a0osieBaeMOCTh reModuineilt B peruonax PT wu
MOTYT OBITh UCIIOJIB30BaHbI JJIsl PAHHETO BBISIBJICHUS U MPO(UIAKTUKU OCIOKHEHUH.
Bricokas WacToTa COYETaHHBIX MATOJIOTHH BHYTPEHHHUX OPraHOB OOOCHOBBIBACT
HEOOXO0MMOCTh KOMITJIEKCHOTO 00CIeIoBaHMsI MalueHTOB. OCBEAOMIEHHOCTh Bpaden
pPa3HBIX CHEIUATBHOCTEH O MPUOOPETEHHON TreMOpUIUU MPU AYTOMMMYHHBIX U
3JI0KAYECTBEHHBIX 3a00JICBAHHUSAX TOMOTAET MOHSATH MATOT€HE3 TeMOPParudecKoro
CUHIpOMa. MeTOoI0JI0TUYECKHE TTOJIOKEHUSI M PEKOMEHJAIIUU padOThl MPUMEHUMBI B
00y4eHUH CTYJeHTOB MeAuIIMHCKUX BY30B.

IHo10:xeHNs1, BLIHOCHUMBbIE HA 3AIIUTY

1. BeisiBieno, uyto B Pecnybmuke TamKuKuCTaH pacrnpoCTpaHEHHOCTH
remopunuu coctasuser 7,5 ciaydas Ha 100 000 wnacemenus: B 2024 rony
3apeructpupoBano 773 mnauuenta, Bkmoudas 40,3% npereit m 59,6% B3pocibIX.
Haunbonee Bbicokas yacToTa 3a001€BaHUs YCTAaHOBJIEHA B pallOHAX PeCTyOJIMKaHCKOrO
MOoMUMHEHUs, XaTiaoHCcKor n Coramiickoil oOmacTsx, HauOoJiee HU3Kas - B [ opHO-
banaxmanckoit aBToHOMHOW oOnactu. B cTpykrype 3aboneBanusi mpeoOnagaer
remopmmnss A cpemHeTsDKEénmo u  TsokEnod  cremenu; remodpwims C He
3aperucTpupoBaHa. PernoHanbHble pa3ianyMsl aCCOLMUPOBAHBI C MHOT'OJETHOCTHIO,
OJIN3KOPOJCTBEHHBIMU Opakamu, OTpaHUYEHHOU JOCTYITHOCTBIO
CHEeNUaTU3UPOBAHHON MEIUIIMHCKON MOMOIIH U iepuritom BuTamuHa D.

2. YCTaHOBIIEHO, YTO KJIMHMYECKOE TEYeHHEe TeMO(DHINU OINpeaenseTcs
BO3pacToM, TMojJoM M ¢opMol 3a0oneBaHus. Y OKEHIIMH MpeodJiajaroT
pPENPOAYKTUBHBIE KPOBOTCUCHHS M XPOHUYECKAs aHEMHUsI MPU PEAKOM pa3BUTUU
remMaptpo30B. [IprnoOperéHHas remoduiins ydaiie BO3HUKAET B MOXKUJIOM BO3pacTe,
CONMPOBOXKIAETCSI  CHU)KEHMEM  akTuBHOocTH  (akropa  VIII,  BbIpakeHHBIM

reMOpparuueckuM  CHHAPOMOM  0€3  TeMapTpOo30B M aCCOLUUPYETCS  C
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ayTOMMMYHHBIMH, OHKOJIOTHYECKHMU 1 COMaTHYeCKIUMHU 3a0oneBanusiMu. [lopaxenue
CyCTaBOB y  B3pPOCIBIX XapaKTEpU3YETCs XPOHUYECKOW IIPOTrPECCUPYIOLIEH
apTponaTheld, KOHTpPaKTypaMH M CTOMKUM HapylleHueM QYHKIUU, y JAeTel -
PEUUIUBUPYIONINM, MPEUMYIIECTBEHHO OOpaTUMbIM TEUEHHUEM C MUHUMAaJIbHBIMU
CTPYKTYPHBIMU U3MEHEHUSIMHU.

3. JokazaHo, uro TsxkEnas reMOQUIUS Yy B3pOCHBIX COMPOBOXKIAETCS
MYJIbTUKOMOPOUAHOCTBIO, MYJIBTUMOPOUIHOCTBIO, BBIPAKEHHBIMU HApYIICHUSIMHU
reMocTa3a, CHIDKEHHEM KadecTBa JKM3HM U (OPMUPOBAHHMEM MOJUOPTaHHBIX
ocioxxHeHuil. [{ns remopunuum A XapakTepHO NPEUMYILIECTBEHHOE pPa3BUTHE
octeomnoposa, s remopunnu B - ocreonenun. ['emopparmueckue OCIOXKHEHHUS,
XPOHMYECKOE MOPAKEHUE CYyCTaBOB, CHMIKEHHE MHUHEPAIBHOU IJIOTHOCTH KOCTHOU
TKaHU M TPEBOXKHO-JIECTIPECCUBHBIE PACCTPONCTBA (POPMUPYIOT €AMHBIA KOMILIEKC
(bakTOpoOB,  ONPEACNSIONIMX  TSHKECTh  3a00leBaHUsT U HEOOXOJIUMOCTH
MEPCOHATM3UPOBAHHOTO MEXAUCIIUTUIMHAPHOTO HAOIIOICHHUS.

CreneHb 10CTOBEPHOCTH Pe3yJIbTATOB

JIOCTOBEpHOCTh pE3yibTaTOB MOATBEPKIAETCS PENPE3CHTATUBHBIM O0BEMOM
KJIMHUYecKoro marepuana (773 mauuenta ¢ remoduinueid, Habmogasmuxcs B 2014-
2024  rr.), TUPUMEHEHUEM  COBPEMEHHBIX  KIMHMYECKHX, JIa0OpaTOPHBIX,
PEHTTEHOJIOTUYECKUX, YIbTPACOHOTPA(PUUECKUX U JACHCUTOMETPUYECKHX METOJOB
UCCIICIOBAHUS, KOPPEKTHOM CTaTHCTHYECKOM 00pabOTKOM JaHHBIX C HCIIOJIb30BAHUEM
HenapaMmeTpuueckux kputepueB (x> Ilupcona, tounbli kputepuid @uinepa, U-
kputepuii ManHa-YutHu, xkputepuii Kpackena-Yomiuca) u  OMHOMHUATIBHOM
JIOTUCTUYECKON PETPECCUH, a TAKKE COTJTACOBAHHOCTHIO MOJIYYEHHBIX PE3YJbTATOB C
JAHHBIMM OTE€YECTBEHHOM W 3apyOekHOM auTeparypbl. BBIBOABI U MpaKkTUUYECKHE
PEKOMEHJAINN JJOTUYECKU BBITEKAIOT U3 PE3YJIBTATOB UCCIIEIOBAHMUS.

CooTBercTBHE AUCCEPTALMH  NACHOPTY HAYYHOH CHEHHMAJIbHOCTH.
Huccepranmonnas pabora coorBercTByeT mnacnopty BAK mnpu Ilpesunenre
Pecny6nuke Tamxukuctan no cneunanbHoctd 3.1.21. 'emaronorus u nepenuBaHue
KPOBU COOTBETCTBYET WIH(PY CIEHHATBHOCTU. TeMa AuccepTallid COOTBETCTBYET

CIEAYIOIMM MyHKTaM nacrnopra HayuHou cnennanbHoctd BAK mipu pesunente PT
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no crnenuanbHocTH 3.1.21. ['emarosiorust u TmepelMBaHHE KPOBU W OXBATHIBACT
HNOAIMYHKTHI: 3.2. DTHONATOreHe3, JJabopaTopHasi U MHCTPyMEHTAIbHAs JUArHOCTUKA
3a001€BaHUN KPOBHU M KPOBETBOPHBIX OPTaHOB (HACIIECTBEHHBIX U MTPUOOPETEHHBIX,
y B3pOCIBIX W JETei): aHeMUM M JACNpPEecCUd KPOBETBOPEHHUS, OMOXMMHUUYECKHE,
UMMYHOJIOTHYECKHE, BHUPYCOJIOTMUECKHE, CTAaTUCTHMUYECKHUE U JIPyTU€ METObI
uccienoBanuit); 3.3. KnuHudeckue nposiBICHUS U JieyeHUue 3a00JeBaHUN KPOBU Y
B3pOCHBIX U JETEH: 3aMECTUTENIbHAs Tepamnus, TeHHas Tepanus, TpaHCPy3uOHHas U
NOJIJIEP>KUBAIOILAs Tepanusl, KOMOMHUPOBAHHAS TEPAIUSI, MEXaHU3MBbI U OCJIOKHEHHUS
Teparuu, HOBble MEeTO/IbI Tepanuu; 3.4. [IpodunakTuka HapylIeHU KPOBETBOPEHUS U
JUCIIaHCEpHOE HAOJII0IEHNE 32 TAllUEHTaMH C 3a00JIEBaHUSIMU KPOBH M KPOBETBOPHBIX
opraoB.  PacmpoctpanenHocts  3a0oneBaHuid  KpoBu.  OpraHuzauuss U
METOJ0JIOTUYECKOE COBEPIICHCTBOBAHUE IEMATOJIOTUUECKON TOMOIIH HACEIECHUIO.

JIMYHBIA BKJIAJ aBTOPA B AUCCEPTALMOHHOE UCCJIIOBAHHE

ABTOpPOM CaMOCTOSITEBLHO CPOPMYJIUPOBAHBI 1EJIb U 3a7a4d HUCCIIEIOBaHUS,
OpoBEeIEH aHalIM3 OTEYECTBEHHOM M 3apyOexxkHod JsmrepaTypbl. CouckareieMm
BBINIOJIHEHBI COOp M BBIKOMMPOBKA MEPBUYHOIO KIMHUYECKOTO Marepuaina 3a 2014-
2024 rr., ¢popmupoBaHue O0a3bl JaHHBIX, CTaTUCTUYECKass oOpabOTKa M HayyHas
MHTEPHPETALHUS] TOIYYEHHBIX PE3YyJIbTAaTOB. ABTOP JIMYHO yYaCTBOBAJ B KIMHUYECKOM
oOcJleloBaHUM  TAIMEHTOB, aHaJIHM3€ JIaDOpAaTOPHBIX, PEHTTEHOJOTUYECKUX,
yJIBTPACOHOTPaUIECKUX U JE€HCUTOMETPUYECKHUX JaHHBIX, OLICHKE
ICUXO3MOLMOHAIBHOIO CTaTyca W KayecTBa JKU3HU, IIOJrOTOBKE HAyYHBIX
nyOMuKauii M JOKJIaT0B, a TaK)KE BO BHEJIPEHUU PE3YJIbTATOB HCCIEIOBAHUS B
MPaKTUYECKOE 3/I[paBOOXpPaHEeHHE U YUeOHBIN Tpoliecc.

Anpobanus 1 peaju3anus pe3yabTATOB AUCCEPTALUMN

OCHOBHBIE  MOJIOXKEHHUSI M pe3yJbTaThbl  JUCCEPTAMOHHOW  pabOThI
anpoOupoBansl Ha 70-i, 71-# w 72-i TOAMYHBIX HAYYHO-TIPAKTUYECKUX
koHpepeHuuax 'OY TI'MY um. Abyanu u6au CUHO ¢ MEXAYHAPOIHBIM YYACTUEM:
«CoBpeMeHHas MeIUIMHA: Tpaauliuu U uHHOBauumn» (ymanoe, 2022), « MuHOBauu
B MeauuuHEe: OT Hayku K mpaktuke» (lymanbe, 2023), «HoBbie TOpH3OHTHI B

meauimHckon Haykey (ymanOe, 2024). OtaenbHble pe3yibTaThl HCCICIOBAHUS
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TakKe ObUIN MPECTaBICHbI Ha HAYYHO-TIPAKTUYECKIX MEPOIPUATUSIX, TOCBAIIEHHBIX
BcemuprnomMy mHIO remodunuu, npoBenéHHbX B T. Jymanbe B 2022, 2023, 2024 u
2025 romax. AmpoOarus npoBeieHa Ha 3acelaHny MeXKadeapanbHOi mTpoOiIeMHON
KOMHUCCUHU 10 TepaneBTuyeckuM aucuuminiam ['OY TI'MY um. A6yanu n6uu Cuno
(dyman6e, 2026 1., [IpoTokon Ne27/1 ot 14 suBaps 2026 r.).

[yoaukanuu mo teme auccepranuu. OnyOnukoBaHo 17 HaydHbIX paboT, B
TOM 4ucie 3 B PElEeH3UPYyEeMbIX HAy4YHBIX >KypHallax, pekoMeHayembix BAK mpu
[Ipe3unente PT.

Ctpykrypa u 00béM quccepramuu. O0BEM IUCCEPTAMMOHHOTO UCCIIEIOBAHMS
cocrapisier 193 cTpaHull MalIMHONMMCHOTO TekcTa. PaboTta cTpykTypupoBaHa
CleyoluM 00pa3oM: BBeJleHHE, OOIas XapaKTEepUCTUKA HCCIEeNOBaHMS, 0030p
JAUTEpaTypPHBIX JAHHBIX, OMUCAaHHE MaTepuaja U METOJOB MCCIEIOBAaHUS, BKIHOYAs
CHelUaJbHble M HWHCTPYMEHTAJIBHBIE METOAMKH, JIB€ TJIABbl, IOCBSALIEHHBIE
pe3yibTaTaM COOCTBEHHBIX MCCIIEAOBAHUM, a TaKKe 0030p MOJYYEHHBIX JAHHBIX,
BBIBO/IBI U pexkoMeHaanuu. CNHUCOK HCIOIb30BAHHOW NUTEpaTyphl BKiItoyaeT 145
MCTOYHUKOB, M3 KOTOPBIX 67 oreuectBeHHble u u3 crpan CHI, 78 3apyOexHsbie.

Huccepranus wnmoctpupoBana 29 tabnunamu u 14 pucynkamu.
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I'TABA 1. OB30P JIUTEPATYPbI

1.1. UcTopnyeckas crpaBKa, onpeaejeHue, Kiaccu(pukanusi ¥ reHeTH4ecKue
OCHOBBbI reMO(p U

I'emoduiins NpUHAIICKUT K YKMCITy HauOOJIee M3YUYEHHBIX HACJIEICTBEHHBIX
KOaryJonaTHii; mpeicTaBiieHuss 0 Hel (GOpMUPOBAIUCH Oojiee ABYX CTOJETHH - OT
IIEPBBIX KIMHUYECKUX ONUCAHUN CEMEMHOW KPOBOTOYMBOCTH IO MOJIEKYJISIPHO-
TFeHETUYECKON pacmmpoBKU Jexamux B €€ ocHoBe Mmyrtaunuil. [loHumanue sToi
SBOJIIOIMU ~ HEOOXOAMMO i1  KOPPEKTHOM  HMHTEpHpeTalvd  KIMHHKO-
AMUAEMUOJNIOTHYECKUX JaHHBIX, MOJlydaeMblx B PecmyOmuke TamxukucraH, rae
reHeTUYECKUE MPEANOChUIKH 3a001eBaHMsI MPUOOPETAIOT 0COOYIO 3HAUUMOCTb.

IlepBbie omucanusi 3a00JieBaHMs. XOTs YIOMHUHAHHS O HACIEICTBEHHOI
KPOBOTOYMBOCTH y MY’KYMH BCTPEYAIOTCS €€ B TAIMYJIMYECKHUX TEKCTax U TpyAax
apabckux Bpauell CpelHEBEKOBbs, IE€PBOEC HAyYHOE KIMHUYECKOE ONMCAHUE
reMo(UInu TPaJULMOHHO CBS3bIBAIOT C UMEHEM (uiianenbduiickoro Bpaya J[xoHa
Konpaga Otro. B 1803 1. B pabore «OnucaHue reMopparuuecKkon
IPEAPACTIONIOKEHHOCTH, CYUIECTBYIOIIEH B HEKOTOPBIX CEMBSAX» OH IPOCIEIUIT
nepefadyy CKJIOHHOCTH K KPOBOTOYMBOCTH IO POJOCIOBHOM M TMOTYEPKHYN €€
YIpOXKaKIMKN xapakrep: «Eciy y HEKOTOPBIX M3 HUX Ha KOXKE CAEIaTh MAICHUIIYIO
[aparnuHy, TO B UTOTE MOCIEAYET CTOJIb KE CMEPTEIbHOE KPOBOTEUEHHUE, KAK €CIIH OBl
Oblma HaHeceHa camas oOmmpHas pana» [118]. Emé€ Oosnee 3HauMMBIM s
HOCIEAYIOIIEr0 TOHMMAaHUsl TEHETUKH 3a00JIeBaHMsI CTall0 €ro HaOJIoOJIEHHE O
XapakTepe mepefaud MpHu3HaKa: «YJIUBUTEIBHO TO OOCTOSTENBCTBO, YTO 3TOMY
CTPAaHHOMY HEIYTY IIOABEPKEHBI TOJBKO MY)XYHMHBI W YTO HE BCE OHH €My
HOJIBEPKEHbl XOTS JKEHIIMHBI OT HEro CBOOOJHBI, OHU TEM HE MEHEE CIIOCOOHBI
nepesaBaTh €ro CBOMM JETsAM My>kckoro nosa» [118]. Takum o6pa3om, 3a croneTue
70 OTKPBITUSL XPOMOCOMHOT0 MexaHu3Ma OTTO (PaKTHUYECKH OmMMcal JiBa KIIOYEBBIX
npu3Haka X-CLHEIUIEHHOTO PELECCUMBHOIO HACIENIOBAHUS - IOPAXEHHUE IOYTH
UCKITIOUMTEIFHO MYKUMH U Nepeady 00JIe3HH Yepe3 3/I0POBbIX JKEHILUH.

CaMm TepMuH «reMOoUIHs» MOSBUICS HECKOJbKO mo3aHee. Kak yka3piBaeT B

dbynmamenTaibHoM uctopudeckom o0603ope G.I.C. Ingram, «Otro B Awmepuke
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OPOCIEANI CBOIO POAOCIOBHYIO JI0 KEHIIHMHBI HAIIE JIOBOJIBHO CTPAHHOE HA3BAHUE
,haemophilia®, ,11060Bb K KpOBU*, BCTpeyaeTcsl B 3arjaBuu Tpakrtata Xondda 1828
roxa» [97, p. 469-470]. Ha3zBanue, OyKBaJIbHO O3HAYAOIIEE «JIFOOOBB K KpOBH» (Tpey.
haima - kpoBb + philia - ckiloHHOCTB), BIiepBbIe Tpo3ByUasio B Tpaktare ®. Xondha
(1828) u, HECMOTpS HA €r0 ITUMOJIOTHYECKYI0 HETOYHOCTh, 3aKPEIUIIOCh B MUPOBOM
MEIULIMHCKOU JINTEPATYPE.

OtkpbiTHe (akTOopoB cBEépTHIBaHUA. [lepexox OT oOnMcaTenbHOro K
NaTO(PU3HOJIOTUYECKOMY 3Tally M3Y4YEHUs TeMOQWIMM MpPOU30WEN B IMEPBOM
nojoBuHe XX BeKa, Korja Oblga yCTaHOBJEHA CBS3b 3a00JIeBaHUS C JACPHUIUTOM
KOHKPETHOro T1asMeHHoro (akropa. KitoueByto poss ceirpana padota ["apBapackoit
rpynmsl A.J. Patek u F.H.L. Taylor (1937), BnepBbie BBIACTUBIINX U3 HOPMaJIbHOM
1a3Mbl  CyOCTaHIMIO, KOPPUTHUPYIOIIYI0 CBEPTHIBAHUE KpPOBU OOJBHBIX, - TIO
ONPECIICHUI0 CaMUX aBTOPOB, «HEKOTOPHIE CBOICTBA BEILIECTBA, MOJYYEHHOrO W3
HOpPMaJIbHOM IJIa3Mbl 4eJoBeKa M A(M(PEKTUBHO YCKOPSIOMIETO CBEPTHIBAHKE
remouinueckoit kpoBu» [121]. Kak ormeuaer Ingram, «IIa1bto ronamu nossxe [atek
u Teitnop (1937) B 'apBapae MOBTOPHO HcclieqoBaiu (PPaKIui0 KOTOPYIO OHU TETEPh
Ha3zBaju ,,rmooynuuoM’; mozanee Teinop (Lewis et al., 1946) nazBan sty gpaxuuro
,»AHTUTEMO(PHIBHBIM II00YJIMHOM®, UTO MBI C T€X MOP cokpamaeM 1o ,,AI'T“» [97, p.
473-474]. OtoT aHTHTeMODWIEHBIN TTI00YIMH BIOCIEACTBUY MOTYYU 0003HAUCHHE
dakropa VIII, a camo 3aboneBanue, mo 0600611aroIIeit GopMyIupoBKE TOTO K€ aBTOPA,
CTaJI0 BO3MOXXHBIM TPAKTOBaTh Tak: « Takum 00pa3om, Mbl MOTJIH OBl pacCMaTpPUBATh
reMoQUINI0 TPOCTO KaK CHEIUVIEHHOE C II0JIOM PELECCUBHOE HapylLICHHE
cBEpThIBaHUsA, 00ycioBienHoe aepuiurom dhakropa VII» [97, p. 474-475].

BaxueiimMm marom B nuddepeHmanii reMoQuIiml cTaio OTKPhITHE BTOPOH
e€ popmel. B 1952 r. okcdopackas rpymnmna noja pykoBojctsoMm R. Biggs ycranosuina,
YTO y 4YacTh OOJbHBIX, PAHEE CUUTABIIMXCS KIACCUYECKUMH «TeMO(DHINKAMU»,
OPUYMHONW KPOBOTOUYMBOCTH CIYXHUT OeDUUHUT MHOrO (hakTopa. ABTOPHI MHUCAIHU:
«ITockosIbKY ATH pe3ynbTaThl SICHO MOKAa3bIBAIOT, YTO BEUIECTBO, OTCYTCTBYIOLIEE B
JaHHBIX CIIyYasx, BECbMa OTINYAETCS OT aHTUTeMO(HIBHOTO TTI00YIMHA, OHO Ha3BaHO

dakropom Kpuctmacay [73, p. 1378]. Mexanusm HapylieHHusI reMOcTaza ObUT OMUCaH
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UMU CleayromuM obpa3zom: «B KpoBU 3TuUX OOJNBHBIX aHTUTeMOQUIBHBIN TTI00YIHH
IPUCYTCTBOBAJl B HOPMAJIBHOM KOJMUYECTBE, OJIHAKO 00pa3oBaHUE TPOMOOIIJIACTHHA
KpPOBHU OBUIO PE3KO CHMIKEHO BCIEACTBUE neduimTa B KpoBU (PakTOpa, HA3BAHHOTO
daktopom Kpucrtmaca» [73, p. 1381]. Tak nHazeiBaembiii ¢akTop Kpucrmaca,
Ha3BaHHBIM 1O (aMUIIMKU TIEPBOro OOCJIEIOBAHHOIO IMAIMEHTa, COOTBETCTBYET
dakropy X, a oOycnoBieHHoe ero AeduuuUTOM 3a00JIeBaHHE OBLIO BBIJEICHO Kak
remodunus B («bone3ns Kpucrtmacay).

CoBpeMeHHoOe onpeaesieHne U Kiaccuukanus. B coBpeMeHHOM TOHUMaHUU
reMo(uIus TpaKTyeTcs KaK HacJeICTBEHHAs KoaryjiomaTusi, o0OyCIOBICHHAs
Ae(UIIMTOM OFHOTO W3 IUIa3MEHHBIX (AKTOPOB CBEPTHIBaHUA. B oTeyecTBEeHHOM
pykoBojctBe A.I'. PyMmsiHIIEBa M COaBT. MPUBOJAMTCS KIACCUUYECKOE OMpEICIICHUE:
«I'emopunust (haemophilia; rpeu. haima - kpoBb + philia - ckiIoHHOCTB) -
HACJIEICTBEHHOE 3a00JIeBaHUE, MPEUMYIIECTBEHHO JIMI[ MY>KCKOTO I0JIa, B OCHOBE
KOTOPOTO JICKUT HapyllleHHe MepBoil ¢a3bl CBEPTHIBAHUS KPOBHU, OOYCIOBICHHOE
nepururom  FVIII wam  FIX w  mposBisromieecs 4YacTbIMU, JUIMTEIbHBIMU
KPOBOTEUECHHUSIMU U remapTpozamu» [57, c. 9]. B o03ope F. Peyvandi u coast. B
xypHane Lancet remopunus A u B xapakrepusyrorcs Kak «X-CLEIUIEHHbIE
peueccuBHble 3a0o0seBaHus, 0OycioBieHHble neduuuroM ¢paktopo VII um IX
COOTBETCTBEHHO» [124]. BplgenstoT aBe OCHOBHBIE (OPMBI, U B PETMOHAIBHOU
JAUTEepaType 3TO pasrpaHuyeHue Gpopmyiaupyercs npeaenbHo uérko: «['emodumus A
xapakrepusyetcs nedumurom daktopa VIII, a remodunus B - nepummmrom dakropa
IX» [25]. Ha nomto reMmodminu A ipuxoautcsi okoiio 80-85% Bcex clydaeB; CXOIHbIC
o0oOIaronye MpeACTaBiICHUs] O KIMHUYECKOM MHOTOJIMKOCTH 3a00JIeBaHuUs
U3NI0KeHbl W B oredecTBeHHOM wMoHorpaduu FO.H. AnxapeeBa «Muoromukas
remopuus» [3]. OtnensHO paccmaTpuBaercs Aeduuut (aktopa XI, xKoTOphIi B
CTapol JMTepaType HHOIAa HMEHYIOT «remopunueir Cy»: Kak yKa3blBaeTcsl B
coBpeMeHHOM 0030pe, «ledpumur dakropa XI, HazpiBaemblii remodunuein C, 310
OYEHb  penkoe  3a0oyieBaHUE,  COMNPOBOXKAAIOIIEECS  KPOBOTECYEHUSIMU U
XapaKkTepU3yoleecs: YMEpEHHbIMU CUMOTOMaMu» [25]. DTo cOCTOSIHUE HE OTHOCUTCS

K X-CIICTUICHHBIM 3a00JIEBaHUSIM, U B CTPOTOM CMBICIIE TEPMHUH «TeMO(IIIH
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npuMeHuM Juib K Aedururam paxropos VIII u [X. B HarmoHaibHOM KIIMHUYECKOM
pykoBojcTBe KbIproizckoit PecryOnnku, oTpaxaronieM TePMUHOJIOTHIO, IPUHATYIO B
peruone, reMopuiids ompenenseTcs Kak «HAcleACTBEHHOE 3a00JIeBaHUE CHUCTEMBI
reMoCTasa, XapaKTepU3yIoIleecsi CHIKCHUEM WM HapylIeHHeM CHUHTe3a (PakTopoB
ceépreiBanusi kpoBu VIII mimm IX» [22, c. 8]. Tam ke moau€pkuBaeTcs XapakTep
HACJEeIOBaHMUS M KIMHUYECKOTo cxojctBa Qopm: «l'emodunus Hacimemyercss 1o
pPELIECCUBHOMY TMPU3HAKY, CIHEIJIEGHHOMY C IMOJOBOM X-XpOMOCOMOM, MPHU 3TOM
HACJICAYIOTCSI OJIMH U TOT K€ THI TeMO(WINHN U OJMHAKOBAS TSHKECTh 3a00JICBAHMS
[22, c. 8].

Knaccudukanus no crenenu tsaxectu. /s odecriedeHUs cOMOCTaBUMOCTHU
KIMHUYECKUX U SNHAEMUOJIOTMYECKUX JaHHbIX HaydHo-cTaHmapTU3alluOHHbBIN
KoMuTeT MexayHapoaHoro obmectBa mo Tpombo3y u remocra3dy (ISTH-SSC) B
cornacutenbHOoM Jaokymente V.S. Blanchette u coast. (2014) ynudumuposan
OMpeeleHUs] CTeTeHEeW TKEeCTH TeMO(UIMKU Ha OCHOBE OCTAaTOYHOW aKTUBHOCTHU
nedurutHoro dakrtopa [76]. CornacHo 3Tol KiaccU(pUKAIIUU, BBIICISIOT TAKETYIO
dopMy - mpu akTUBHOCTH (pakTopa MmeHee 1 ME/ni (<1% oT HOpMBI), CpEAHETAKENYIO
(ymMepeHHy10) - mpu akTuBHOCTU 1-5 ME/ni (1-5%) u n€rkyto - mpu akTUBHOCTH OoJiee
5 u menee 40 ME/nn (>5-<40%). Imenno Tsxénas gopma ompeaensieT OCHOBHOE
Opemsi 00JIe3HU, TOCKOJBKY CONPOBOXKAACTCS CIIOHTAHHBIMH KPOBOTECYEHUSIMHU U
paHHUM Pa3BUTHEM TeMO(PIIMYECKON apTpONaTHH; TaHHAS TPalallvs JICKUT B OCHOBE
COBPEMEHHBIX KIIMHUYECKUX PEKOMEHIAINMA 1 UCITOJIB3YETCs B HACTOSIIEH padoTe s
XapaKTEPUCTUKU  KOropThl OombHBIX PecnyOmuku  Tamxukuctan. VmeHHO
OTHOCUTENIbHAs  PENKOCTh  3a0oyieBaHUs  JellaeT  TOYHYK  OLEHKY  €ro
pacnpoCTpaHEHHOCTH OCOOEHHO BaXKHOM; KJIACCUYECKUM OPUEHTUPOM CIIYXKUT
npuBoguMoe A.I'. PymsHiieBbIM U coaBT. HaOmoaeHue: «M. Eyster u coat. B 1980 r.
OMpEeACIWIA pacnpocTpaHéHHOCTh remouianu A B mrare lleHcunbBaHus kak 1
6osbHOI Ha 10 000 myxkckoro HaceneHus» [57, c. 12].

I'eneruka remoduaun A. I'en ¢pakropa VIII (F8) pacronoxen B qucraibHOM
oTzeNe JJIMHHOTO Iuieya X-XpoMocoMbl (Xq28), uMmeer OONbIIyI0 NPOTSKEHHOCTD

(okomo 186 T.M.H.) U BKIIOYAET 26 3K30HOB, YTO OOYCIIOBIMBAET 3HAYUTEIIHHOE
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MOJICKYJIIPHOE pa3HOoOOpa3ue BBI3BIBAIONIUX 3a0oyieBaHUEe MyTaruil. Bemymieit
OPUYMHON TSDKENOW TeMOopuiInu A SBISIETCS OCOOBIA CTPYKTYpPHBIM nedexT -
uHBepcusi uHTpoHa 22 reHa F8. B ocHomomosararomeit padore D. Lakich, H.H.
Kazazian u coant. (1993), BuepBbie OnucaBIleld 3TOT MEXaHU3M, OTMEUYAETCs: «ITU
JAHHBIE TOJKHBI OBITH MOJIE3HBI JJIs1 TEHETUYECKOT0 MPOTrHO3UPOBAHUS reMopuinu A
npuoIU3UTENbHO B 45% ceMeit ¢ TsHKETBIM TeueHueM 3aboseBanus» [107]. danubri
BBIBOJI OBLT MOATBEPKAEH B 0030p€ MOJEKYISIPHOM 3THOJOTMU AeduiuTa paxropa
VIII S.E. Antonarakis, H.H. Kazazian u E.G. Tuddenham (1995): «Hau6onee gacToii
U3 MyTauuii sisnserca naBepcus gakropa VIII, Ha kotopyro npuxoautcs mout 45%
O00nBHBIX TsDKENMON Temodumuenr A» [69]. [lomumo mHBepcun MHTpoHA 22 (1 Ooiee
pEeIKON WHBEPCUU WHTPOHA 1), MOJEKYJSPHBIA CIEKTP reMouiuu A BKIIOYAECT
TOYEYHbIE MHUCCEHC- W HOHCEHC-MYyTalluu, Majble JENelMd U BCTaBKH, OOJBIIHE
JEJIENU U MYyTaldd CaWTOB CIUIAMCUHra. TWIl MyTalMd B 3HAYUTEIIBHOU MeEpe
onpeeNseT KaK TsSHKeCTh (PEHOTHUIIA, TaK U PUCK Pa3BUTUSI HHTHOUTOPOB K BBOJUMOMY
daktopy: Hambonee TKENbIE MOJIEKYJsIpHbIe JAedeKTbl (KpyHHbIE JeJClHH,
WHBEpPCUH, HOHCEHC-MYTAallMM) acCOLUMUPOBAHBI C IOJHBIM OTCYTCTBUEM CHHTE3a
(dakTopa M MOBBILIEHHON HMMYHOT€HHOCTBIO 3aMECTUTENIbHOW Tepanuu. 3HaHUE
KOHKPETHOM MyTallil UMEET NPSIMOE MPAKTUYECKOE 3HAYEHUE ISl T€HETUYECKOIro
KOHCYJIbTUPOBAHUS CEMEU U BBISIBJICHUS JKCHIIIMH-HOCUTEIHHULL.

I'eneruka remopuiauu B. T'en dakxropa IX (F9) Taxke nokamu3oBaH Ha
JUIMHHOM Tuieue X-XpoMocombl (Xq27), OAHAKO CYIIECTBEHHO MEHBIIE MO pa3Mepy
(okomo 34 T.m.H., 8 9Kk30HOB), yeM reH F8. B ommmume ot remodunuun A, mis
remopmn B He xapakTepHa Kakas-mu0o OJHAa JOMHHHUpYIOIIAs MYyTalus: B
MOJABJISIIONIEM OOJIBIIMHCTBE CllydaeB 3a0ojieBaHuE OOYCIOBICHO TOYEYHBIMU
MYTaIUsIMU, PEXKE - MAIBIMU U KPYITHBIMU JieielusiMu. MexayHapoiHas pedepeHcHast
0a3a nannbix F. Giannelli, P.M. Green, S.S. Sommer u coaBT. cucremMaTu3zupyer
CBBIIIIE IBYX THICSY 33IOKYMEHTHPOBAHHBIX BApUaHTOB T'eHa F9 1 cBsI3aHHBIX ¢ HUMH
¢enotunoB [91], 4YTO nenmaeT MONEKYJISAPHYIO JMArHOCTUKY remoduinu B,
OCHOBAaHHOW MPEUMYIIECTBEHHO Ha MPSMOM CEKBEHHUPOBAHUU KOJIUPYIOIINX YUYACTKOB

reHa. Kmmamdecku remodunus B Heomsmumma ot remoduimm A, U UX
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muddepennmanys TpeOyeT  mabopaTOpHOTO OTpeIeTICHUS AKTUBHOCTHU
COOTBETCTBYIOIIMX (haKTOPOB.

X-cuenjieHHOe HacJiel0BaHHe M SKeHIIMHbI-HOCHTeJbHulbl. O0a reHa
JIOKAJU30BaHbl Ha X-XpOMOCOME, 4YeM M OOBICHICTCS XapaKTePHBIA THII
HacnenoBanus. Kak popmymupyror A.I'. Pymsiaies u coaBr., «Ilockonbky renst FVIII
u FIX pacnonoxkensl Ha X-XpoMOCOME, a MAaTOJIOTMYECKHE (PaKTOpPbl SBISIOTCS
pEeLleCCUBHBIM TMpHU3HAKOM, TO U remodunus A, u remodunus B - pereccuBHbIC
3a0oJieBaHus, CIEIUICHHBIE ¢ moysiomM» [57, c. 18]. BceaeacrBue sToro 0OoJeroT
MPAKTUYECKA UCKIIOUUTEIBHO MYKUYMHBI, UMEIOIINE €IUHCTBEHHYIO X-XPOMOCOMY,
TOra KaK JKEHIIWHBI, OyIy4d TE€TE€PO3UTOTHHIMH HOCUTEIbHUIIAMU MYTAHTHOTO
ajiens, Kak @paBWJIO, OCTalOTCS KIMHUYECKU 3J0pPOBBIMH 3a CU€T BTOPOId,
HOpMalibHOM X-XxpoMocoMbl. O6o0Iaroiee onpeaeseHne TOro MexaHu3Ma J1aHo B
peruoHanbHoM o03ope: «l'emModunus - 3T0 X-CIEIJIEHHOE 3a0oJieBaHUE,
XapaKTepU3yIOIIeecss OTCYTCTBUEM WM HapylIeHHWeM (QYHKIUU OIpeaesI€HHbIX
dbakTOopoB CBEPTHIBaHUSA KpoBW» [25]. BMecTe ¢ TeMm mpeacTaBieHHE O TOJHOU
OECCHMMNTOMHOCTH HOCHUTEJIBHUI] B HACTOSIIEE BpeMsi MepecMoTpeHo. B kpymHoM
uccnenoBanun 1. Plug u coart. (2006) moxkazano: «HocutenbHUIIBI TeMOPUINU
KpOBOTOYAT OOJbIIE, YE€M JPYrue >KEHIIUHBI, OCOOCHHO IMOCIe MEIUIUMHCKUX
BMemaTenbcTB» [126]. B pabore W. Miesbach u coast. (2011), mocBsiméHHOM cBSI3M
dbeHoTHNa M TEHOTUIA y HOCUTEIBHUI] TeMOoPminu A, yCTAaHOBJIICHO, YTO «IaXe
HocuTtenbHUNBI ¢ aktuBHOCTBIO FVII:C, gocrmraromern 50-60%, wumeror
NOBBIIEHHBIA pUCK KpoBoTeueHuin» [113]. ABTOpbl NOpPHUBOASIT KOHKPETHYIO
CTPYKTYpy  TreMopparudeckux  mnposiBieHuit:  «HacTosiiee  OIHOIEHTPOBOE
UCCJIeIOBAHUE JOKYMEHTHUPYET BO3HHUKHOBEHHE KpPOBOTEUECHUH y 46 HOCHUTEIbHMII
reMmopuinu A, BKJIIOYas KpOBOTeueHHE TMocie ynaineHus 3yoa (77%), nérkoe
oOpa3oBaHue CcHUHSIKOB (67%), mocleonepalluoHHOe KpoBoreueHue (61%),
MeHopparuto (50%) um amrtenbHoe nociiepoaoBoe kpoBoreueHue (43%)» [113]. Otu
JaHHbIE  TMOMYEPKUBAIOT  KIMHUYECKYH0  3HAYMMOCTh  II€JICHAIIPaBJIECHHOIO
oOcne0BaHNsT HOCUTENBHUI], YTO OCOOCHHO aKTyaJIbHO JISl TIOMYJISIIUNA C BBICOKOM

4aCTOTOM OJIM3KOPOJCTBEHHBIX OpPaKoOB.
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OteuyecTBeHHAsI Kjaaccupuxkanus THUIIOB KPOBOTOYHMBOCTH. B
OTEUECTBEHHOW IeMaTOJIOTUHU JUTSl KIIMHUYECKoU nuddepeHnnanu reMopparnaeckux
3a007€BaHUN MIMPOKO TMPUMEHSETCS KiIacCU(UKAIUS TUIOB KPOBOTOYMBOCTH,
npeioxkennas 3.C. bapkaranom. CormacHo et s remopuwimu A u B
NaTOTHOMOHUYEH TaK HAa3bIBAEMbIi T'€MaTOMHBIM THUII KPOBOTOYMBOCTH, KOTOPBIN
«XapaKTepu3yeTcs TMOSIBICHHEM JaXe Iocjie O4YeHb HEOOJBIIUX  yIIHMOOB
HaINpsOKEHHBIX, KpaitHe 00J€3HEHHBIX KPOBOU3IUSIHUI B TKaHU, B TIOJIOCTH CYCTaBOB,
1o/l pacuy ¥ amOHEBPO3bI, B 3a0PIOIIMHHOE TPOCTPAHCTBO U 00JIACTh KUBOTA» [6].
NmMeHHO TeMaTOMHBIM THI, C Mpeo0iaJlaHueM TeMapTpPO30B H  TIIYOOKUX
MEXMBIIIIEYHBIX TE€MaTOM, OTJIMYaeT TEeMODHINIO OT TMEeTeXHUaTbHO-TISITHUCTOTO
(MUKpOUMPKYJIATOPHOTO)  THIIA, CBOWCTBEHHOI'O TPOMOOITUTONIATHSIM U
TPOMOOIIUTONICHHUSIM, U CIY>KUT BaXKHBIM JUAarHOCTUYECKHUM OPUEHTHUPOM Ha
KIIMHUYECKOM dTare 00CIe10BaHuUsl.

AKTYaJIbHOCTh T'€HETHYECKOro acmekra s PecmyOanku TaxKuKucras.
X-CIICTUICHHBIM XapakTep HacJeAOBaHUS reMO(INY U POJIb JKEHIIUH-HOCUTEIbHUIL
NPUJAI0T TEHETUYECKOMY acIeKTy 3a0o0JieBaHUsS OCOOYI0 3HAYUMOCTh B YCJIOBHSIX
PecnyOnuku TamkukucTaH, rie TPaAUIMOHHO BBICOKA JOJs OJM3KOPOIACTBEHHBIX
(koHcaHTBUHHBIX) OpakoB. Kak mokazano B kiaccuueckux padortax A.H. Bittles,
OJIM3KOPOJICTBCHHBIE Opaky MOBBINIAIOT YaCTOTY POXKICHUS JETeH C ayTOCOMHO-
PEIECCUBHBIMU U X-CIEIJICHHBIMH PAacCTPOMCTBAMU, a KO3(PPUIIMEHT WHOPHUAUHTA
U1 Opaka ABOIOPOAHBIX cMOCOB coctaBisgeTr F = 0,0625 [74]. Macmrad siBjaeHUS B
Mupe 3HauuTellieH: 1o omeHke A.H. Bittles, «B Hacrosmee Bpems cbime 1100
MUJUIMOHOB YEJIOBEK IMPOXKUBAIOT B CTpaHaX, TIe OJM3KOPOJCTBEHHbIE Opaku
SBJISIOTCS OOBIYHOW mpakTukoi» [75]. Xors remodunus Hacieayercs 1o X-
CUEIJICHHOMY MEXaHU3My U Opak MeXIy pPOACTBEHHUKAMHU HE SBJSIETCS IPsIMOM
MPUYUHOM MOSBJICHUS HOBOM MyTalliU, KOHCAHTBUHHOCTH CIIOCOOCTBYET HAKOIIJICHUIO
HOCUTENIbCTBA B OTJICJIBHBIX CEMBSIX U POJaxX, MOBBIIIAS BEPOATHOCTh POXKICHUS
OOJIbHBIX MAJIbYMKOB OT MaTepel-HOCUTEIbHUI] U 3aTPYAHSS pa3phiB LIETIH Mepeaun

I'CHAa.
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1.2. Dnuaemuosorus remopuiauu B mupe, crpanax CHI', LenTpanbHoii A3um u
Pecnybamke TagkukucTan

OnueMHOIOrHYecKas XapakTEepUCTUKAa TeMO(UIuu ocTaércs OAHOW U3
HamOoJiee CIOXKHBIX 337a4 COBPEMEHHOM TI'eMaTOJIOTUM, YTO OOYCIIOBJIEHO Kak
OTHOCUTEIILHOM PEAKOCTHIO 3a00JIeBaHMS, TAK U 3HAYUTEIBHONU BapHaOeIbHOCThIO €ro
BBISIBJISIEMOCTH B CTPaHax C pa3HbIM YPOBHEM COIUATBLHO-DPKOHOMUYECKOTO Pa3BUTHSI.
Haubonee TouHble U OOILIENPU3HAHHBIE COBPEMEHHBIE OLEHKH TJ100aJbHOM
pactpocTpaHEHHOCTH TeMO(DMINH TOJIYYCHBI B pePepEHCHOM MeTa-aHAIUTUYECKOM
uccinenoBanu A. lorio u coasT. (2019), BEIOTHEHHOM IO JIAHHBIM HAITMOHAJIBbHBIX
peructpoB nox sruaoi Komurera mo qanuasiM u gemorpadun Beemuproit denaepanmm
remopunun. CoriiacHoO 3ToMy HccienoBanmio, «Pacmnpocrpanéanocts (Ha 100 000
My>X4rH) coctaBisieT 17,1 ciaydas nis remoduiamu A BcexX creneHei TspkectH, 6,0
ciyyast s Tsokénoit remodunun A, 3,8 cioyuas nns remodunuu B Bcex crernenei
TsokecTd U 1,1 cimydas mist Tsokénoit remoduanu By [98, Results]. Takum o6paszom,
CyMMapHasi PpachpoCTpaHEHHOCTh TeMOpUIUM A Ccpeau JUIl MYXKCKOro IoJja
coctaiser 17,1 cmyqas va 100 000, a remodunuu B - 3,8 caydas va 100 000, uro
3aMETHO MPEBBIIIAET PaHee UCIOIb30BABIINECS OLICHKHU.

Oco0yto ieHHocTh padoTta A. lorio 1 coaBT. peACTaBIgeT OJ1arogaps BBEACHUIO
MoKa3aress paclpoCTPaHEHHOCTU MPU  PONKICHUU, OTPAKAIOIIETO HUCTUHHYIO
TCHETUYECKYI0 HArpy3Ky B MOMYJISAIUN 0€3 MCKaXaIolero BIUSHHS 00Jee BHICOKOM
CMEpPTHOCTHU OOJBHBIX reMo(uInei. ABTOpamu YCTaHOBJICHO, 4TO
«Pacnpoctpanénnocts npu poxaeHuu (Ha 100 000 my»xuuH) coctaBiusier 24,6 ciaydas
Ut TeMopriInKl A BCeX CTENeHeH TshKecTH, 9,5 citydas Juis TshkEnon remodunuu A,
5,0 ciyuas mis remodunuu B Bcex crenmeHen Tsbkectd W 1,5 cimydas aiis TSKEIOM
remopunun By [98, Results]. Pacxoxnaenue Mexay pacnupoCTpaHEHHOCTBIO TIPHU
poxaenuu (24,6 va 100 000 manbuuKoB Jy1st TeMOPUIUU A) U PacCIpOCTPaHEHHOCTHIO
B obmei nomynsuuu (17,1 wva 100 000 MyX4MH) aBTOPHI CBA3BIBAIOT MMEHHO C
COKPAallEHHOW TPOJOJKUTEINBHOCTBIO JKM3HM nmauueHTtoB. Ha ocHoBe 3TuX
mokas3aTesel paccuuTaHa U rJ1odanbHas OleHKa yuciia 00JdbHBIX: «OXUIaeMoe Yncio

O0onpHBIX TeModumelr Bo Bcém mupe coctariseT 1 125 000, u3 xoropsix 418 000
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TOJDKHBI UMETh TsokEMyro remodmmmio» [98, Results]. [lpuHIunmuansHO BaXHBIM
BBIBOJIOM HCCIIEJIOBAHUS CTaJI TE3UC O HEAOOIEHKE MaciiTada mpobJieMbl B TIPOIIIIOM:
«PacnpocTpan€HHOCT TeMOGUIUU BBIIIE, YE€M OLEHUBAIOCH paHee. boibHbIE
reMouiIe mo-npexxHeMy UMEIOT 00Jiee HU3KYIO OKHUAAEMYIO TTPOJIOKUTEIHLHOCTh
x)u3an» [98, Results].

[IpuBenéHubie ria00aIbHBIC TIOKA3aTEIU COTJACYIOTCS C  KJIACCUMYECKUMH
NOMYJISITUOHHBIMU JaHHBIMU, TIOJYYEHHBIMHA B CTpaHaX C Pa3BUTHIMU CHUCTEMaMU
peructpauuu. Tak, B ocHoOBonoJaratomeM ucciegoanuu J.M. Soucie u coast. (1998),
BbiotHeHHOM B mmectu mrarax CIIA, «Crangaptu3oBanHasi 1O BO3pacTy
pactpocTpaHEHHOCTh TeMO(MINN BO BCeX IMecT mTaTtax B 1994 romy cocraBisuia
13,4 ciryqas xa 100 000 my»xums (10,5 st remodmman A u 2,9 st B)» [137, Results],
Opu  ATOM «cpemaHsis 4actota remopwmu A u B B mTarax cucrtemsl
AMUJEMHUOJIOTHYECKOro Hazopa 3a remoduineit (HSS) onenuBanace kak 1 Ha 5032
KUBOPOXKAEHHBIX Manbuukay [137, Results]. CootHomenue ¢opm 3aboeBaHus
YCTONYMBO BOCIPOU3BOJUTCS B OOJBIIMHCTBE MOMYJISIIUN: COTJIACHO KJIMHUYECKUM
pekoMmeHaanusM HanuroHalbHOTO TremMarosjorudeckoro obmectBa, «l'emodunus A
(I"'A) BcTpeuaercs vaie, yem remodunus B (I'B) u cocrasnsier 80-85% oO1ero uncia
ciayudaeB» [15, c. 5], a «PacnpocTpaH€HHOCTh reMO(UIIMK [0 HACENECHUIO B IEJIOM
ouenuBaerca kak 1:10 000» [15, c. 5]. Hapsmy ¢ 3TUM BaXHO YYHUTHIBAaTh
CYIIECTBEHHBIC PETUOHAIBHBIC PA3IUYMs: IO JaHHBIM TJ00ATbHOrO aHanmm3a M.
Mothashin u coaBt., «B EBpome cTrabuiapbHO perucrpupoBaiach HaHOOIbIIAS
pacnpocTpaHEHHOCTh, HEYKJIIOHHO Bo3pacTtaBiias ¢ 7,14 B 2014 roay o 9,16 B 2023
rojy», Torjaa kak « B A3uu HaO Mo acs MOCTENeHHBIN, HO YCTORYUBBIN pocT — ¢ 1,56
B 2014 rony no 2,57 B 2023 roxy» [114, Results], uro moguépkuBaeT BhIpaKEHHYIO
HEOJHOPOJIHOCTh BBISBISIEMOCTH 3a00JieBaHMs MO KOHTHHeHTaM. Emé panee Ha
CYIIECTBEHHBINH pa3Opoc mokazarened ykazanu J.S. Stonebraker m coaBT. B 0030pe
«BapuallMl PETUCTPUPYEMOM PacCIpOCTPAaHEHHOCTH reMOPuiInu A B MHUpE», CBSI3aB
€ro MPEekK/Ie BCETO C pa3IuyusIMU B oprannszauuu ydéra [140].

Ki1to4eBbIM UCTOYHHUKOM CHUCTEMATU3UPOBAHHBIX CTPAHOBBIX JAHHBIX O YUCIIE

BBISIBIICHHBIX OOJBHBIX SBJISCTCS ©XKETOMHBIN TJI00ambHBIA ompoc BcecemupHoi
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denepammu remopmmmu (WFH Annual Global Survey, AGS). Kak mokazamu J.S.
Stonebraker u coaBT. B o00o0OmaromeM aHaauM3e JIBAALATHIICTHETO TIEPHOJIA
HAOJIIOACHUM, YUCIIO YYTEHHBIX MAllMEHTOB HEYKIOHHO pacTéT: «B 1999 rony AGS
BoisiBUNl 111 203 yenoBeka ¢ remoduiueid, 6one3nsio BumieOpanna u npyrumu
PEAKMMH HACJIEICTBEHHBIMUA HAPYIICHUSIMHU CBEPTHIBAHUS;, C TEX MOP 3TO YHCIIO
Bo3pociio 10 337 641 B 2018 romy» [141, Results]. IIpu 3tom aBTOpBHI TIpsIMO
KOHCTAaTUPYIOT HEMOJHOTY IJIOOAIBHOrO YY€Ta: «IO0 OLEHKaMm, BO BCEM MUPE
BEIIBIIEHO 26% O0mpHBIX» [141, Discussion]. ITo odummansaomy otuéty WFH 1o
riobanpHOMY ompocy 2022 rona, «Huciao BRISIBICHHBIX JHI] ¢ reModunneit — 257
146» [143, c. 12], a mpu 3KCTpaNosAIUA HAa MUPOBOE HACEJIICHUE TPUBOAUTCS OIIEHKA!
«OXHUJAEMOE YUCIO0 OONMBHBIX Temoduinuelr Bo BcEM mupe coctabiser 830 895, us
KOTOPBIX OKOJIO 282 266 — Tskénble Gopmbl» [143, c. 4]. OTuéT 1o riaobdambHOMY
onpocy 2023 roma mnoarBepxkaaeT poib AGS Kak OCHOBHOTO HHCTPYMEHTa
MOHUTOpPUHTA 00ECIIEYEHHOCTH JICUEHUEM U YHUCJa 3apErUCTPUPOBAHHBIX OOJIbHBIX, B
TOM yucJie 1o pernony Bocrounoii EBponbl u Lentpanbuoit Azuu [144]. O030pHbIe
nyOJuKalMKy MOAYEPKUBAIOT KPUTHUECKUI NUcOanaHCc B JOCTYIMHOCTH MOMOIIU: MO
nanabiM A. Ndoumba-Mintya u coaBt., «Oxono 75% mui ¢ reModuiiven mpoxuBaroT
B Pa3BUBAIOIIMXCS CTpaHaX U HE UMEIOT JOCTyNa K PyTHHHOW MOMOILIM BCIEICTBHE
MHO>KecTBa 6aprepoBy [115, Abstract].

B Poccuiickoit ®expepanuu, NOpeACTaBIAIONICH HauOojlee pa3BUTYIO B
IIOCTCOBETCKOM IPOCTPAHCTBE CHUCTEMY pETHUCTpaluu OOJbHBIX Tremoduiuei,
AMUAEMHUOJIOTMYECKUI YUET OCYLIECTBISAETCS Ha OCHOBE Bceepoccuiickoro perucrpa,
co3ZaHHOro mpHu ydactuu Bcepoccuiickoil opranuzanuu remoduinu. [lo maHHBIM
H.W. 303yns u coart. (2019), «Peructp 6onbpHBIX Temodunuein PO na 25.10.2018
cojiepkall cBefieHus o 7433 mamueHTax, u3 HUX ¢ reModrimet A - 6525 denoBex»
[30]. OTm ke aBTOpPBI YKa3blBalOT Ha JOCTUTHYTBHI YpPOBEHBb JEKAPCTBEHHOIO
oOecnieuenus: «B PO MOCTUTHYTO BBICOKOE 0OecreueHne KOHLEHTpaTaMu (PaKkTopoB
cBépThiBaHus KpoBH - 8,1 ME Ha nymy Hacenenus no ¢akropy VIII B 2018 r.» [30], a

TAKKC TIPUBOJAT OLCHKY 4YHMCJId IAIIMCHTOB C HanoOoJiee THKENBIM OCI0KHCHUEM
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3amectuTenbHOr Tepamuu: «IIpumeprno y 400 mamueHTOB ObLIa AMArHOCTHPOBAaHA
uHruoutopHas ¢popma remodurny [30].

Cornacyromecss JaHHbIE NPUBOAATCA U B KIMHHUKO-3IUIEMHOJIOTHUYECKOM
o630pe K.W. TI'puropbeBa u coarT. (2022), rae 3a0ojeBaHHE OXapaKTEpU30BAHO
cineayronmM obpazoM: «I'emoduaus BcTpedaeTcss ¢ yacToron 7-16 ciaydaeB Ha 100
TBHIC. JIETCKOTO HaceleHus, npu 3ToM reMopunuto A BbIBIAIOT Y 80% OOJBHBIX,
remopunio B -y 19%, remopumuio C - y 1%» [20, c. 44]. ABTOpbl yTOUHSAIOT
CTPYKTYpY poccuiickoro perucrpa: «B ®DenepanbHbld pPETUCTP MALMEHTOB C
remounueit mo cocrosuuto Ha 25.10.2018 r. Obun BKIIOYEHB! 7433 mamueHTta c
remodmmeit A wiu B, u3 HuX y 6525 manueHToB MUarHOCTHpOBaHa reModrus A;
nonst nereil cocraBuna 30,8%» [20, c. 44]. IuHamuKa BO3PacTHOM CTPYKTYpBI
POCCHICKOM KOTOPTHI MPOCIEKEHA B AeciaTiieTHeM uccienaopanuu [1.A. BopoOoréBa u
coaBT. (2018), ocHOBaHHOM Ha aHKETHUPOBAHUU: «AHKETa pazociaHa no mnouyre 1599
OonbHBIM ¢ Temodunuer» [11, Marepuaspl ¥ MeTONbI|, NPUUYEM 3a TEPUOJ
HaOmonenus «3a 10 jeT cpenHuil Bo3pacT 00JBHBIX ¢ reModuiiueit Beipoc ¢ 29,1 1o
36,1 roga» [11], YTO KOCBEHHO OTpa)kaeT yJIy4ylIEHUE BBIKUBAEMOCTH OOJBHBIX HA
dboHEe CcOBpeMEHHOU Tepanuu. AKTyajdbHble O(UIIMATLHBIE JAaHHBIE MOATBEPKIAIOT
POCT YMCIIa YYTEHHBIX MAI[MEHTOB: COIJIACHO PE30JIOLUU 3KCHEPTHOIO COBEIIAHMS,
«ITo nanusiM Munsznapasa Poccun, Ha oxkTa0ps 2023 r. B P® 3apeructpupoBan 7381
nanueHT ¢ remoduauei A, u3 Hux 3592 - ety [56, ¢. 196-197]. OpranuzanuoHHbIe
OCHOBBI OTEUECTBEHHOW CHUCTEMBI PETHCTpAllMU 3alloKeHbl emé B padorax A.l.
PymsanuieBa u coaBT., OTMEYaBIIMX, YTO BAXKHEUIIHNE IJOCTHKEHHUS POCCUHUCKOU
reMOCTa3MO0JIOTHH CBA3AHBI «C OPTaHU3AIUEN UCCIE0BATEIbCKOTO PErucTpa O0IbHBIX
MockBel U MOCKOBCKOM oOjacT, peructpa OOJIbBHBIX reModpuinuet PO,
opranu3oBaHHoro Bcepoccuiickoii opranuzamueit remoduinu (BOI)» [58, c. 11].
Hapsiny ¢ peructpom B3pOCIBIX MalMEHTOB HAKAIUIMBAIOTCA W TOMYJISIMOHHBIC
JAHHBIE TI0 IETCKOMY HacelieHuto: B uccnegoBanuu [1.A. KapkoBa u coaBT. olleHEHa
pacrpoCTpaHEHHOCTh PEIKUX HapylIeHUW CBEPTHIBAHUS KPOBU CpeAu JAeTell B
Poccuiickoii  ®enepauun  [26]. CxomHblii 1O  3agayaM  JOJTOCPOYHBIN

rocyJ1IapCTBeHHbIN Han30p peanu3oBan B CIIA, rne mporpaMma 3MUIMOHUTOPUHIA
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CDC - ot Universal Data Collection (1998-2011) to Community Counts (2011-2019)
- obecrnieunsia CHCTEMaTHYECKU cOOp JaHHBIX O ManKueHTax ¢ remodunueit [133].
Onunemuonoruss remopunuun B crpaHax lLleHTtpanpHOil AsumM u3ydeHa
3HAQUUTENBHO XYK€, a HMEIoumecs JaHHble (parMeHTapHbl M IOJTYYEHBI
IPEUMYIIIECTBEHHO Ha OCHOBE BEJOMCTBEHHON cratuctuku. HamOosiee mnoiHOE
NOMYJISILMOHHO-3MUIEMUOJIOTMYECKOE HCCIEOBAHUE B PETHOHE BBIMOJIHEHO B
V36ekucrane: no ganusiM K. T. Boboev (2008), «Bcero B pecnyOnuke 3a nepuo c
1991 mo 2004 rox Owuto 3apeructpupoBano 1304 ciyuas remodumuu A u B.
[Tokazarens 3ab6oneBaemocTu BapbupoBai ot 0,75 1o 1,46 na 10 000 HOBOPOKIEHHBIX
MajapuukoB» [77, Abstract]. Tem e aBTOpOM pacCUMTaH CpEIHHUHA ITOKa3aTellb
4acTOThl mpu poxAeHUU: «CpenHud TOKazaTellb YacTOThl POXKIEHUS OOJbHBIX
remopunueit A u B 3a 10-netuuii nepuon (1991-2000) cocrasun 1:8735 (1,14 x 107%)
poaMBIIMXCS MadbuuKoB» [77, Abstract]. B Pecmybnuke KazaxcraH, mo akTyajaibHBIM
JTAHHBIM, HAOJIO/aeTCs 3HAYUTENBHO OoJbIIee abCcoMoTHOE 4Yuciao OonbHBIX: «Ilo
naHHbIM MunuctepcrBa 3apaBooxpaneHus PK, B Kaszaxcrane Ha xonen 2024 ropa
ObUT0 3apeructpupoBaHo 1 559 mamueHToB ¢ remoduiueit» [12], a Mo cBeaeHUsM,
onyOmMkoBaHHBIM B kypHasie Frontiers in Medicine, «CBeXue CTaTUCTUYECKHUE
nannble 3a 2023 ron nokassiBaroT, uto B Kazaxcrane remoduiueit crpagator 1633
yenoBeka, cpeau Hux 533 — nerw» [101, Introduction]. B Keipreizckoit Pecriyounrike
odpuimanbHoe KinHU4Yeckoe pykoBoacTBO M3 KP (2013) 3akpemnmnsier 6a3oBbie
AMUIEMHUOJIOTHYECKIE OpUEHTUPHI: «PacrpocTpan€éHHOCTh reMOoGuINu A COCTaBIISIET
1:10 000, remounuu B - 1:30 000-50 000 >xuteneit mykckoro monay» [22, c. 8]; npu
9TOM, MO JaHHBIM AupekTopa KBIPreI3cKOro Hay4yHOro IIEHTpa T'eMaTOJIOTHH
npodeccopa A.P. PaumxanoBa, B pecriy0iinke 3apeructTpupoBaHo okoJio 204 60JbHbIX
remouineit [54]. ConocraBieHHe 3TUX BEJIUYMH JAEMOHCTPUPYET, YTO JaXKE B
Ipelesnax OJHOI0 PETHMOHA CO CXOJHOM IOIYJISALIMOHHOM CTPYKTYpOH YpPOBEHBb
BBISIBJIIEMOCTH 3a00JIEBAHUSI PA3JIMYAETCS B HECKOJIBKO Pa3, YTO OTPAKAET HE CTOJIBKO
UCTUHHBIE Pa3IUYUs paCpOCTPAaHEHHOCTH, CKOJIBKO HEPABHOMEPHOCTh OpraHU3alUH
JIMArHOCTUYECKON M perucTpaunoHHON paboTsl. [lokazarenpHO, YTO aOCOIIOTHOE

YHCJIO 3aperucTpupoBaHHbIX OoybHBIX B Kazaxcrane (1 559-1 633 uwenomeka) mpu
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YUCJIICHHOCTA HACEJICHHs, COTMOCTAaBUMOW TIO TOPSAKY C TaDKUKCKOW, KpaTHO
MPEBBINIACT TAHKUKCKUU peructp (773 OonpHBIX), Torma kak B Keipreiscrane,
HAMpOTUB, YYTeHO JHIlb OKoio 204 maruentoB. [1ogo0HBIN pa3dpoc cTpaHOBBIX
nokasaresiet B npenenax LlenTpanbHoit A3uu 3aKOHOMEPHO CTaBUT BOMPOC O MOJTHOTE
BBISIBJICHUST OOJBHBIX B  KaXJAOW M3 pecnyOiMK M O HEO0OXOJUMOCTH
YHU(UIIUPOBAHHBIX TOAXO0M0B K WX perucrpanuu. Cpemm apyrux crtpan CHI
HamOoJiee TOJIHO BMUAEMHOJIOrUs reMopuiInu oxapakrepuzoBaHa B PecnyOmiuke
benapycb, rnme 3abosieBaéMOCTh M KIMHHUKO-JIA0OpAaTOpPHAsl  XapaKTEpHUCTHUKA
remodmmn y nerer 0piu u3ydensl emé B Hadane 2000-x rogos [10], a coBpeMeHHbBIE
TaHHBIE 00 SMUIEMUOJIOTHH W OPTaHU3AIlUU METUITMHCKOW TOMOIM 00OOIICHBI B
pabote E.H. Kabaepoii (2022) [36].

[leHTpanbHOE MECTO B HACTOAILIEM 0030p€ 3aHUMAIOT SMUIEMHUOJIIOTHYECKHE
nanuple 1o PecnyOnuke TaKukucTaH, TMOJMY4YeHHbIE B E€IMHCTBEHHOM Ha
CErOJHAILIHUMN AeHb TPO(PHUIBHOM UCCIIEI0BAHUH HAIIMOHAILHOTO MaciiTaba - paboTe
A.H. Myxrtopzoga, H.1. MycradakynoBoit u Xakumu Myxamman ara (2024).
CornacHo 3Tomy uccienoBanuto, «B Pecriyonuke Tamkukuctan Ha 2024 roj Bcero
3aperucTpupoBaHo 773 O0JIbHBIX C TeModuiue B Bo3pacTe oT 1-ro roga 1o 46 ner u
cTapiie, ypoBeHb pacnpoctpan€éHHocTn coctaBisier 0,754 B pacuére Ha 100 ThIC.
HaceneHus (npu 9 muH. 504 Teic. HaceneHus)» [42]. B monoBoi CTPyKType 0KUAAEMO
npeo0iaaroT JMia MyKckoro mona: «Cpeau marueHToB ¢ reMo(uiien
NpEeBAIMPOBAIN  MYKUUHBl (668 uenoBek, 86,4%)» [42]. JletanbHbll aHamu3
PETHOHANILHOTO pacIipe/ieNieHns OOJIbHBIX MOKa3all CIEAYIONIYI0 KapTUHY: «PaOHbI
pecnyonukanckoro noguuHenus: (PPIl) 3aHnumanu rinaBeHCTBYONIyI0 poiib (n=251;
32,4%), XatnoHckas o6xacts (n=216; 28,0%) Corauiickas obnacts (n=191; 24,7%)
ropoa Jdyman6e (n=100; 13,0%) HauMeHbliiee KOJIn4ecTBO nanruenToB Obun u3 'BAO
(n=15)» [42]. Crpykrypa d¢opM 3a0oneBaHUs B TaJKUKCKOW MOMYJSLUUU
COOTBETCTBYET  OOIIEMUPOBBIM  3aKkoHOMepHOcTsM: «C  remodumuenn  "A"
3apeructpupoBano 615 uenoBek (79,5%), ¢ remodpunueit "B" - 158 den. (20,4%),

ciyuaeB remoduinun "C" He BcTpeuanoch» [42].
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Cronp HU3KHH YpPOBEHb 3apErMCTPUPOBAHHON  pPACIPOCTPAHEHHOCTH B
Pecniy6nuke TamkukucTan clieflyeT pacCMaTpuBaTh B KOHTEKCTE OOIIEH MpoOIeMBbI
TUIIOJIMaTHOCTUKU TeMO(DUIMKM B Pa3BUBAIOLIMXCS CTpaHax. JTa mnpobjieMa HOCHUT
CUCTEMHBIN XapakTep: 1o AaHHbIM aHanu3a nepbix 10 000 nanuentoB BecemupHoro
peructpa Hapymenuii cBépreiBanus (WBDR) WFH, «PacnpoctpanéHHocTb
remouinu paznuvaercs B Mupe: oyt 100% G0JIbHBIX TUAarHOCTUPYIOTCS B CTpaHax
C BBICOKMM YpOBHEM J0x0jAa M juilb 12% B cTpaHax c 0ojiee HU3KUM YpPOBHEM
noxoma» [81, Background]. B xa3zaxcranckoii padore E. Kultanova u coaBt. mpsimo
yKa3aHo, YTO «MCTHHHAs PacHpOCTPaHEHHOCTh 3a00J1€BaHuUs, BEPOSITHO, 3HAUUTEIBHO
BBIIIE BCJIEJICTBHE TUIIOJAMATHOCTHUKH, OTPAHUYEHHOrO J0CTyHa K JadopaTopHOM
JIMarHOCTUKE U OTCYTCTBHUS MOJHOLICHHBIX HAIMOHAJIBHBIX PETUCTPOB B PAJIE CTPAH»
[106, c. 126]. OnbIT KpymHBIX pPa3BUBAIOMIMXCS CTpaH MOJATBEPXKAAET MacITad
Hegoyu€Ta: B uauu, no nanueiM A. Kar u coaBr., «Peructpupyemoe uucio 60abHbBIX
remodunueit A coctasiser 11 586, Tora kak pacu€THast pacIpOCTPaHEHHOCTh MOYKET
coctaBysTh 0koso 50 000 GonbubIx» [100], a HU3KUI TTOKa3aTellb PEruCTpUpPyeMOi
pacupoCcTpaHEHHOCTH ABTOPBI OOBICHAIOT UMEHHO HEJ0JUArHOCTUKON U HEMOJIHOTOM
yuéTra. AHAJOTMYHBIE TEHJEHUMU PETUCTPUPYIOTCS M B JIPYTUX CTpPaHax C
OTpaHMYECHHBIMU pecypcamu - B Mpaxke [68], Erunre [85] n marepukoBoM Kutae, roe
cUCTeMaThuyeckue O0030pbl U KOTOPTHBIE HCCIEIOBaHHUS TakXke (PUKCHUPYIOT
CYLIECTBEHHBIM Pa3pblB MEXAY PACUETHOU MU 3apPETMCTPUPOBAHHOM UHUCIEHHOCTHIO
narueHToB [128; 135]. O600mas adpuxanckuii onbit, M.B. Debela u coaBrt. B
CUCTEMAaTUYECKOM 0030pe MOoKa3aiHl, YTO PACIPOCTPaHEHHOCTh «remMopuiaus A y
MY>XK4MH B AdpuKe» OKa3bIBaeTCs HUXKE, YEM B PA3BUTHIX CTPaHAX, YTO CBS3AHO
MMEHHO C CYLIECTBEHHOU r'MIoauarHocTukou [83]. Cxoxkue MeXaHUu3Mbl ONIMCAHBI U B
aHanuThueckoMm o03ope A. Ndoumba-Mintya u coaBT., TJi€ OTMEYaeTCs, YTO
NOJIABJISIIONIEe OOJBIIMHCTBO OOJBHBIX reMO(UINell B pa3BUBAIOIIMXCA CTPAaHAX HE
UMEIOT JOCTyNa K PYTMHHOM MOMOIIM B CHJIy MHOTOYMCIIEHHBIX OapbepoB [115,
Abstract], a Takke B Ka3aXCTaHCKOM HCCIEAOBaHUH, MOAYEPKUBatoieM, 4to «bpems
00J1e3HH OCOOEHHO BBIPAXKEHO B YCIOBUAX OTPaHUYEHHBIX PECYpPCOB, e OOJbHbBIE

qaCTO CTaJIKNBAKOTCA C 3an03):[an0171 HH&FHOCTHKOﬁ, HCPCTYJAPHBIM ITOCTYIIOM K
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KOHIIeHTpaTaM (DaKkTOpOB CBEPTHIBAHUS M HEXBATKOM CIICIIUATM3UPOBAHHBIX IICHTPOB
neuenus» [106, c. 126].

JlonoaHuTENbHBIM ~ ()AKTOPOM,  CIHOCOOHBIM ~ BIUATH HA  PEAIbHYIO
pacrpocTpaHEHHOCTb HACJIe/ICTBEHHBIX Koaryionatuii B PecyOnuke Takukucran u
conpenenbHbIX cTpaHax lleHTpanbHON A3uM, SBISETCS BBICOKas 4acToTa
OJIN3KOPOJCTBEHHBIX (KOHCAaHTBUHHBIX) OpakoB. Kak mokaszan B ¢yHIaMEHTAIbHbBIX
paborax A.H. Bittles, 0au3kopoacTBEHHbIE OpaKd MOBBIIAIOT YACTOTY POXKIACHHS
JIeTel C ayTOCOMHO-PEIIECCUBHBIMU U X-CIEIJIEHHBIMUA PACCTPOUCTBAMH, a MACIITA0
SIBJICHUSI BECbMa 3HAUUTEJICH: «B HacTosIiee Bpems cBaiiie 1100 MUIUIMOHOB YET0BEK
MPOXKUBAIOT B CTpaHaX, TI/€ OJM3KOPOJCTBEHHBIC Opakd SBISIOTCS OOBIYHON
npakTukoi» [75]. Xotsa remoduins HaciiemyeTcs mo X-CIeIJICHHOMY PElleCCUBHOMY
TUIY U €€ MaHu(ecTausl y MyKUYUH OIpPEeNsieTCs] HAaclIeI0BaHUEM €IMHCTBEHHOM
MYTaHTHOW XPOMOCOMBI, KOHCAHTBHHHOCTb CIIOCOOCTBYET TMOJJICPKAHUIO H
HAKOIUICHUIO MAaTOJOTHMYECKUX ajulelie B TMOIYJSLUU, MOBBIIIAET BEPOATHOCTD
POXKJICHUSI TOMO3UTOTHBIX OOJIBHBIX JI€BOYEK M OOJIeryaeT rnepeiayy HOCUTEIIbCTBA B
POICTBEHHBIX JTUHUSX [74].

O0600611as npuBeAEHHBIE JaHHBIE, HEOOXO0IUMO 0CO00 MOTYEPKHYThH KITFOUEBOM
JUIS HACTOSIIEN TJIaBbl TE3UC. 3apErUCTPUPOBAHHBIN YPOBEHb PACHPOCTPAHEHHOCTH
remodmmnn B Pecrryonuke Tamkukuctad - 0,754 cinygas Ha 100 ThIc. HaceneHus [42]
- MHOTOKpAaTHO HIM)XE€ COBPEMEHHBIX MUPOBBIX IMOKa3zaTenel: mo naHHbiM A. lorio u
COABT., pPaCTIPOCTPAHEHHOCTH TOIBKO TeModrmu A focturaet 17,1 ciayqas va 100 000
myxuuH [98, Results], a ¢ yuérom remodunnu B cymmapHbiii mokas3aTelb eié BhIIIe.
Jlaxxe mpu mepecuéte Ha oOlee HaceleHWe W C TOMPABKOW Ha JIOJNI0 MYXYHH
TaJDKUKCKAsl BEJIMYMHA OCTAETCSA B pa3bl HUKE OXKHAAEMOM, a TAKKE CYIIECTBEHHO
HIDKE MMokasaTenei coceaHero Ysoekucrtana (0,75-1,46 va 10 000 HOBOPOXIEHHBIX
MaJbuuKoB) [77, Abstract].

1.3. KniuHu4ecKkue 0COOEHHOCTH M 0CJI0KHEHUs reMopuiun (¢ y4éToM JaHHBIX
no Pecny0siuke TaxxuknucTan)

['emodunust OTHOCUTCS K YUCITY HACIEACTBEHHBIX KOAryJIONaTuil, KIMHUYECKAast

KapTHHA KOTOPBIX OMpeesieTcs AePUITUTOM TUIa3MEHHBIX (DAKTOPOB CBEPTHIBAHUS U
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XapaKTepU3yeTCsl YCTOMUYMBBIM, Y3HABaeMbIM (DEHOTHIIOM TeMOPpParu4ecKoro
cugapoma. CoriacHO KJIACCHYECKOMY ONpPENEICHUI0, TeMO(UIUs NpeACcTaBIIseT
co00l «HAacJeICTBEeHHOE 3a00JIeBaHue, MPEUMYIIECTBEHHO JIMI[ MYKCKOTO I0Jja, B
OCHOBE KOTOPOI'O JISKUT HapylleHHe TnepBoil (a3pl CBEpPThIBAHUS KPOBH,
obycnoBnennoe gedurmurom FVIII wmm FIX wu nposBisiomeecss 4YacThIMH,
JUIMTEIBbHBIMUA KPOBOTECUEHUSIMU W TemapTpo3amm» [57, c. 9]. Benymmm TUnom
KPOBOTOYMBOCTU MpHU TeMODUIIUU SBISETCS T€MAaTOMHBIA THII, BIEPBBIE JETaTbHO
0XapaKTEPU30BaHHBIN OTEYECTBEHHOM IKOJION reMocTa3nonoros. [1o knaccnueckomy
onucanuto 3. C. bapkarana, reMaTOMHbBIA THII KPOBOTOYMBOCTHU «XapaKTEPU3YETCS
MOSIBJICHHEM JlaXe IOClie OYeHb HEOOJbIIMX YIIMOOB HAMpPsHKEHHBIX, KpaiiHe
OOJIE3HEHHBIX KPOBOMBIIUSHUA B TKAaHW, B TMOJOCTH CYCTaBOB, moja dacuuu u
anOHEBPO3bI, B 3a0PIOIIMHHOE MPOCTPAHCTBO M 00JIACTh KUBOTa» [6]. [leficTBytomue
KJIIMHUYECKUE PEKOMEHJAalUUU TOATBEPXKAAIT, YTO «KIMHUYECKas KapThHA
reMopmINM  XapakTepU3yeTcs  T'eMaTOMHBIM  THUIIOM  KPOBOTOYMBOCTH  C
npeobiialaHieM KPOBOMBJIMUSHUN B KPYMHBIE CYCTaBbl, MBI U BHYTPEHHUE
oprane» [l14, paszgen «KnuHuueckass kKapTMHa»], a «OCHOBHOE MPOSIBIICHUE
reMopuINM - KPOBOTEUEHUS M KPOBOM3IMUSHUS, BO3HHMKAIOIIME CIIOHTAHHO WM
BCIie/ICTBUE TpaBMb» [16, pazaen «Knunuyeckass kaptunHa»]. Tsxects (peHoTHnA
HAMPSMYIO 3aBUCUT OT OCTATOYHON aKTUBHOCTH AehuiutHoro ¢gakropa: «Oxomno 60-
70% Bcex AMArHOCTUPOBAHHBIX CIy4aeB TeMO(DIINH COCTABISIOT TsDKEIbIe (HOPMBI
3a001€eBaHus, I KOTOPBIX XapaKTEPHBI CIMOHTAHHBIC T€MOPPArUYECKUE SIU30IbI
(IperMyIIECTBEHHO TeMapTpo3bl M TEeMaTOMbl MSITKMX TKaHEH pa3iuyHbIX
nokanuzauii)» [16, c. 6]. IMeHHO Ha KOropTy C TSKENBIM T€UEHHUEM MPUXOIUTCS
OCHOBHOM TIpy3 OCJIOKHEHUW, YTO OMNpEAesieT MNPUOPUTETHl KIMHUYECKOTO
HaOII0ACHUS U 3aMeCcTUTENbHOM Tepanuu. COBpeMEHHbIE KIMHUYECKHE 0COOEHHOCTH
reMouJIiMM Ha TEKYIeM dTare MoApoOHO oxapakTtepu3oBanbl M.S. JleasieBbiM U
coaBT. [38]. OtmenbHOro BHUMaHHS TpeOyeT mnpuoOperéHHas remopuaus A -
OTHeNbHasg Ho30J0ruyeckas @opma ¢ COOCTBEHHBIMH KJIMHUKO-1a00paTOPHBIMU
OCOOEHHOCTSIMU W QJITOPUTMOM JWArHOCTUKH [63]. AKTyalmbHbIE MPOOIEMBI

JUArHOCTMKM MW BCIACHHA ITAIMCHTOB C Op(baHHI)IMI/I 3&6OHeBaHI/I${MI/I, BKJIIO4as
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reMOQIINIO, PETYSIPHO OOCYXXITAIOTCI Ha MTPOQPIIBHBIX HAYyYHO-TIPAKTUUECKHUX
KoH(pepeHuax [66].

['emMapTpo3bl - KPOBOU3IHUSHUS B MOJOCTh CYCTaBa - SBJISIIOTCS CAMBIM YaCThIM
MPOSIBIECHUEM M OJHOBPEMEHHO CaMbIM 4YacThIM OcjokHeHueM remoduimn. Ilo
JAHHBIM ~ MEXIYHApOJHOW  JIUTEPATyphl, «Hamboliee YacThIM KIMHUYECKUM
MPOSIBICHUEM TeMO(DIINK SIBISETCS BHYTPUCYCTAaBHOE KPOBOTEUEHHUE (TeMapTpo3)»
[131, p. 6], npuuém «remMapTpo3 SBISAETCS HAMOOJee YacThIM TUIIOM KPOBOTCUCHUS Y
auI ¢ TSOKENON remMouinei, cocTaBisisi OOJBIIMHCTBO SMU30/10B KPOBOTECUCHUIN
[138, Chapter 10]. KomuuecTBeHHas OIICHKA JOJHA CYCTaBHBIX KpPOBOTECUCHHH B
CTPYKTYpE reMOpparuueckoro cuHapomMa Becbma Boicoka: «boiee 90% Bcex ann3010B
KPOBOTE€UEHU MpPOUCXOASIT B cycraBax, U 80% U3 HHUX — TreMapTpo3bl
TOJICHOCTOITHBIX, KOJIEHHBIX U JIOKTEBBIX cycTaBoB» [134, p. 381]. OreuecTBeHHbIE
MCTOYHUKHU TPUBOMAST OJM3Kue nokazatenu: «KpoBOM3IMSIHUS B CYCTaBbl SBIISIOTCS
TUNIMYHBIM, Haubosee yacTeiM (70-80%) mposiBnenueMm remodumumn» [62, c. 14], a
«Hamboyiee YacTO CIIOHTAHHBIE M TPaBMATUUYECKUE KPOBOMBIUSHHS TPOSBIISIIOTCS
remaptpo3amu (70-80% caydaeB), yacTo 0Opa3yroTcsl MOAKOXKHBIE remMaTombl (10-
20%)» [40, c. 13]. XapakTepHa u Tonorpadus nopaxeHus: «Yaiie Bcero mopaxxaroTcst
koneHHble (44%), nokreBbie (25%) u ronenoctonHeie (15%) cycraBb» [62, c. 14];
CXOAHOE pacrpeneseHre MPUBOIUT U JIpyroi aBrop: «Hambonee yacto remapTpo3sl
BO3HUKAIOT B KOJICHHBIX (45% ciydaeB), TOKTeBbIX (30%) u romenocronHbix (10%)
cycraBax. [InedeBnie U Ta300eNpEeHHBIE CYCTaBbI MOPAKAIOTCS 3HAYUTEIHHO pexke (B
2-3% ciyqaeB)» [40, c. 13]. IloBTOpHBIE KPOBOMBIUSHUS B OJIMH M TOT K€ CYCTaB
OPUBOAAT K (POPMUPOBAHUIO TaK HA3bIBAEMOI'O TapreTHOro (IIeJIeBOro) CycTaBa.
CornacHo MEXAYHapOJIHOMY PYKOBOJACTBY, «IEJIEBOM (TapreTHbli) CycTaB
ONpEAEIISIETC KaK CyCTaB, B KOTOPOM 3a IOCIEI0BATENbHBIA O-MECSUYHBIN MEPUO.
MPOU30IILIO TPpU WK 00Jiee CIIOHTAaHHBIX KpoBou3ausHus» [138, p. 98]; B oTaenbHbBIX
MCTOYHUKAX MCIIOJNB3YETCS MOPOr B YETHIPE AMU30/a: «LEJEeBOM (TapreTHbIN) CycTaB
OINpeEesIeTCsl KaK CycTaB, B KOTOPOM KPOBOTE€UEHHE MPOU30IIIO0 YEThIpE Wi Ooliee
pa3 B TeueHue 6-mecsiuHoro nepuonax» [134, p. 382]. KnroueBbiM J0Ka3aTEIbCTBOM

TOTO, YTO CBOEBPEMEHHAs MPO(HUIaKTHKA MPEAOTBPAIIAET CyCTaBHBIE UCXObI, CTAJIO
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pangomMusupoBaHHoe uccienoBanue Joint Outcome Study: «y 93% wmanp4yukoB B
rpynie npoduiIakTuku Uy 55% B rpylne SMu30IUYecKON Teparuu CTPYKTypa
WHJIEKCHBIX cycTaBoB o AaHHbIM MPT Gbuta Hopmansnoit (P=0,006)» [111, p. 535],
IpU 3TOM «OTHOCUTEIBHBIN pHUCK BbIsBIsieMoro nmo MPT mopaxeHusi cycraBoB B
IpyIIe SMU30u4ecKoi Tepanuu coctaBui 6,1 (95% AN 1,5-24,4)» [111, p. 541].
COOTBETCTBEHHO, HAllMOHAJIbHBIE PEKOMEHAAIMU MOAYEPKUBAIOT, UYTO «B OCHOBE
IpO(PHUIAKTUKY Pa3BUTHUSI XPOHUUYECKON apTpONaTHH - aJieKBaTHAsl U CBOEBPEMEHHAs
3aMeCTUTENbHAS TepaIus KOHIIEHTpaTaMu (PakToOpoB CBEPTHIBAHUS KpoBU» [23, c. 30].

Cucremarnueckoe MOBPEXJICHUE cycTaBa KPOBBIO 3aIycKaeT
NaTOT€HETUYECKYIO 1IeTb, KOTOpas MPUBOAUT K (HOPMHUPOBAHHIO TeMODUINUECKON
apTponaTHU - TSDKENOr0 WHBATMIAU3ZUPYIOLIEro ocioxHeHus. [laroreHeTmueckoit
OCHOBOHW CIIy’)KUT «IHOpOYHbIH Kpyr», omucanHbii E. C. Rodriguez-Merchan:
«PennauBupyronme reMapTpo3bl MPUBOJIAT K MOPOYHOMY KPYTY ,,KPOBOTEUEHUE —
CUHOBHUT — KPOBOTEUYEHHUE , KOTOPBII B KOHEUHOM MUTOT'€ 3aBEPIIAETCS pa3pyLICHHEM
xpsma v remoduimyeckor aprponatuei» [131, p. 7]. Mexanusm MNOBpexACHUS
packpbiBaeTcsi Oosiee neranbHO: «KpoBb B MMOJNOCTM CycCTaBa 3amycKaeT KacKaj
BOCHAJMUTENIbHBIX U JIET€HEPATUBHBIX W3MEHEHUH, 3aTParuBalOIIUX CHHOBUAIBHYIO
00070uKy 1 xpaimy [142, p. 1896], B pe3ynbTaTe 4ero «apTpornaTus sSBJISETCS 4YacThIM
U CEpbE3HBIM  OCJOKHEHHEM  IOBTOPHBIX CYCTaBHBIX  KpPOBOTEUEHUU H
xapakTepu3yeTrcsi Oonbio, nedopmarumedt u wuHBanMau3amuei» [142, p. 1895].
OTeyecTBEHHbBIE HCCIENOBATENN IPOCIEKUBAIOT Ty K€ IOCIEA0BATEIBHOCTD:
«IToBTOpHBIE KPOBOUBIMUSHUS IPUBOJAT K IPOIUDEpaliy CHHOBUAILHON 000JIOUKH U
XpOHUYECKOMY CUHOBHUTY» [49, c. 131], a «mporpeccupoBanue mpolecca BeIET K
JECTPYKIIMH XPSIIIa U CyOXOHIPATIbHON KOCTH ¢ (pOpMUpOBaHUEM apTponatum» [49, c.
131]. OtnenbHO MOAYEPKUBAETCS POJb reMocujaepuHa: «B OCHOBE XpOHMYECKOTO
npolecca JISKUT TeMOCUACPUH-UHIYIIMPOBAHHOE OKCHJATUBHOE BOCHAJIECHHE
CHHOBHAIBHOW 00070uKm» [7, paznen «O030p nureparypsi»]. HacToTa BOBIICUCHHS
CyCTaBOB YpE3BbIUAMHO BBICOKA - «IOPAXKEHUE CYCTaBOB MpU TIeMOPUIHU
HaOmonaercs y 80-95% OGonbHbIX» [7, pazaen «O030p nuTepaTypbl»], a M0 JaHHBIM

Hy‘—IGBOﬁ JAUArHOCTUKU «IIOPAKCHUC CYCTAaBOB HHKHHX KOHCUYHOCTEH BBISBJICHO y
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87,8% o60cnaenoBaHHBIX manueHToB» [61, c. 91]. [nd KOIMYECTBEHHOM OIIEHKH
COCTOsIHMS CycTaBoB mMpoko npumensercs mkaia HIHS (Hemophilia Joint Health
Score), BamuIHOCTh KOTOPOHM MOATBEPKIACHA MEXKIyHApOIHOM HMCCIEN0BATEIHCKON
rpynmnoii: «[loBTOpHBI TremMapTpo3 NpU TeMO(DUIUK BBI3BIBAET aAPTPONATHUIO C
MOCJICAYIONMMU 00JIbI0 U HapylieHneM (QpyHkium» [86, p. 223], npu 3TOM «IKaja
HJHS oxa3anach Oosiee 4yBCTBUTEIBHON K JETKUM CYCTaBHBIM HApYIICHHUSM, YEM
mkana gusnkanpHOro odcienoBanus BcemupHoit denepanuu remodunun» [86, p.
228]. CrpykTypHBIE H3MEHEHHS MpPH apTPONaTHH BEpUDUIUPYIOTCA METOJaMU
ny4yeBod nuarHocTvku: «Ilo manHbiM MPT BbIABISIIMCE CyOXOHIpaJIbHBIE KHCTHI,
SPO3UM CYCTAaBHBIX MOBEPXHOCTEH W TUMEPTPOPHUS CHHOBHAIBHON OOOJIOYKU C
OTJIO)KEHHEM remocuaepuHa» [61, c. 93]. B TepMuHanbHON CTaauM €IMHCTBEHHBIM
3¢ ()EKTUBHBIM METOJOM JICUEHHS CTAHOBUTCS OPTOMNEAMYECKOE BMEHIATENIbCTBO:
«OHI0NPOTE3UPOBAHUE SIBISIETCSI €AMHCTBEHHBIM 3(DPEKTUBHBIM METOJOM JIEUEHUs
TePMUHAIBHOM cTaguu remodruinueckon aptponatum» [33, c¢. 70-74]. O6o0mmaronuit
B3IJISi]] HAa NATO(PU3UOJIOTHIO, OLIEHKY W BEICHUE CYCTAaBHOM MAaTOJOTUU MpU
remouinu npeacrasied B o63ope K. Knobe u E. Berntorp, rae remodunuyeckas
apTpomnaTHsl pacCMAaTPUBAETCS KaK «reMOo(UiIus U MOpaKeHUE CYyCTaBOB» C MO3UIIMMA
MaTOreHe3a, OUEeHKH W MeHemkmeHTa [104]. JletanmpHas XapaKTEpUCTHKA CIEKTPA
BHYTPUCYCTaBHBIX HM3MEHEHHH MpH TeMOQUIMYECKON apTpomaTud MO JaHHBIM
MarHUTHO-pE30HaHCHOM ToMorpaduu npuBenena B.J[. 3aBagoBckoii u coasT. [28].
Hapsiny ¢ cycTaBHbIMHM, 3HAaUUMYK JIOJIKO OCJIOKHEHUH COCTaBIIIOT
KPOBOU3JIMSAHUS B MSTKHE TKaHU W MBIIIIBL, a TaKKe UX cHenupUYECKUil ncxon -
reMopuIMYecKiue IrceBaoonyxoid. KiuHuYeckue TMposiBICHUS  3aBUCIT  OT
JOKaNU3aluu KpoBOU3MUsHUA: «CUMIITOMAaTUKA 3a00JIEBaHUSI MOXKET Pa3IMyaThCs B
3aBUCHUMOCTH OT AHAaTOMHUYECKOM 30HBbI, B KOTOPOH Pa3BWJIOCh KPOBOU3JIHUSHUE, U
IPOSIBIISITHCS APTPO30OM IPH MOPAKEHUH CYCTaBa, KOHTPAKTYPOU HIIIEMUYECKOTO THIIA
Y HEUPOITaTHEN TP IMMOPAKEHNH MATKAX TKAHEH, a TAK)KE PA3BUTHUEM IICEBIOOITYX0JIEN
IpU TeMOPpArusax B mapa- WM MHTpaoccalbHble obsactu» [32, c. 81]. Mpleunsie
réMaTOMbl ONACHbl CBOMMH OCJIO)KHEHUSIMU: «MBIIIEUHbIE TE€MAaTOMbl MOTYT

IIPUBOJAUTH K KOMITAPTMEHT-CUHAPOMAaM, Ilape3aM HEPBOB, & IPU OTCYTCTBHUU JICUCHUS
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— K pa3BUTHIO IiceBAoonyxoei» [129, p. 123]. [IceBgoomyxob npeAcTaBisieT cooon
peakoe, HO KpaiHe Tspkémoe ocnoxkHeHue: «l'emodunuyeckas TCEBIOOMYX0Ib
SBIISIETCSI PEJIKMM, HO CEPhE3HBIM OCIIOKHEHUEM TeMO(HIInY, BeTpevarommmcs y 1—
2% OONBHBIX C TSXKENBIM TeueHueM 3abosieBanus» [129, p. 121]. OreuecTBeHHBIE
JaHHBIE TOATBEPXKIAIOT 3Ty 4acToTy: «l'eMopuiInyeckue MCeBAOOMYXOIH
BCcTpeuaroTcss B 1-2% ciydaeB W MPEACTABISIOT COOOH MHKAICYJIUPOBAHHbBIC
kpoBomznmsHus»  [62, c. 14]. Ilo onpenenennro HMMUIL remaronoruu,
«TICEBJIOONYXOJMU SIBISIOTCS PEIAKUM W OJIHUM U3 CaMbIX TSKENBIX OCIOKHEHUI
reMoQiIny, KOTOPhIC PA3BUBAIOTCA TMPU OTCYTCTBHHM WM HEJOCTATOYHOM
3¢ (hexkTUBHOCTH TeMocTaTudeckon teparmmm» [32, c¢. 84]. Xupyprudeckoe JeUeHHE
TICEBIOOITYXOJIEH COMPSKEHO C BBICOKUM PUCKOM: «IDKCTUPHAIUS TeMO(PIIMYECKIX
MICEBJIOOMYXOJIEH  4YacTO  COMPOBOXKIAETCS  OONBIION  mepHoIeparuoOHHON
KpoBoriorepei» [18, paszmen «BBemeHue»]|, B CBA3M C YEM Uil 3HAYUTEIBHOIO
YMEHBIIEHUSI TEPUONEPAIIMOHHON KPOBOMOTEPH U pa3Mepa reMopUIndecKoin
MICEBJIOOIYXOJIM  BBIMOJHSICTCS OHJOBACKYJISIpHAs AMOONM3alUs TUTAMMX €&
aprepuii» [ 18, paznen «Metoae»]. ClH10KHOCTh TAKMX BMEIIATEIBCTB UIUTIOCTPUPYIOT
KJIMHUYeCKHe HaOmoneHust HayuHoil mkoiasl HMUILL rematonoruu: onucan ciaydai
XUPYPrUYeCKOro  JICUEHUS]  THMTAaHTCKUX  IICEBJOOIYXOJIeM  MHO>KECTBEHHOM
JOKaNM3alliy y TaluenTa ¢ uHruouropuoit popmoit remopumnu A [34]. Koneunsim
ATAllOM OPTOINEIUYECKON TMOMOIIM OCTAE€TCS SHAONPOTE3UPOBAHUE  KPYMHBIX
CyCTaBOB, ONBIT KOTOPOTO OIMKCAaH, B TOM YHUCJE Y JKEHIMUH C TOKENOU (hopmoii
remopmnu A [35]; IS CHIDKEHHS TIEPHOINEPAIMOHHOW KPOBOIOTEPH TIpU
SHJOMPOTE3UPOBAHUU KOJICHHOT'O CYyCTaBa Y MAIMEHTOB C reMOpUINe A MPUMEHSIOT
TPaHEKCaMOBYIO KUCIOTY [51].

Buytpuuepenubsie kpoBouznusHusi (BUK) oTHocsiTcs k Hamboliee T'pO3HBIM,
KUZHEYTPOKAIOIIUM  OCHOKHEHUsIM — Tremoduiauu.  CorjlacHO  KJIMHUYECKUM
PEKOMEHAIUSIM, «K KU3HEYTPOKAIOIIUM BHUJIaM KPOBOTECUECHUM/KPOBOUBIUSHUYN MTPU
reMo(UIMM OTHOCSATCS: KPOBOUBJIHUSIHUSI B LEHTPAIbHYIO HEPBHYIO CHCTEMY,
KEITyIOYHO-KUILICUHBIA TPAKT, 00JIACTh 1M M TOpJia, a TaKkKe 3a0pIOIIMHHBIC

reMatoMel» [ 16, pazgen «Knuaudeckas kaptuHa»|. HacToOpoKeHHOCTh B OTHOIIEHUU
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BUK nomxHa ObITh MakcuManbHOW: «JIr00as yepenmHo-Mo3roBas TpaBMa y 00JIbHOTO
remMouineii, naxe 0e3 SBHBIX BHEIIHUX MPU3HAKOB, MOXKET BECTH K PA3BUTHUIO
BHYTPUYEPEITHOTO KPOBOMBIIMSAHUS W JIOJDKHA PACIIEHUBATHCA KaK MOTEHIUAIBHO
omacHasi Juisi Ku3HW» [23, c. 24]. DOuaeMHOJIOTUYECKUE JTaHHBIE TMOATBEPKAAOT
KJIMHAYECKYI0 3HAUMMOCTh 3TOTO OCJOKHEHUs: « BHyTpuuepenHbie KpOBOM3IUSHUS
(BUK) Bctpeuarorcs y 1,7-11,7% nereér ¢ remoduumeit» [39, c. 49], npuuém B
HEOHATAJIbHOM NEPUO/I€ «BHYTPUUEPEITHOE KPOBOUBIIMSIHIE B HEOHATAIIbHOM MEPUO/IE
nopaxaet 3,5-4,0% Bcex MalbuuMKOB ¢ reModuianeit puck, kotopseiii B 40—-80 pas
BbIIIIE, YeM B 001ei nomyssauun» [109, p. 378], a «<BHyTpUUEpETHOE KPOBOUIIUSHUE
BcTpeuaercss vy 3—10% OombHBIX TeMOQWIHEH, TMONydaronuX JEUYeHHe ,,I0
tpedoBanuro“» [109, p. 379]. Ocobyro omacHocTh BUK mpencraBisior BcliecTBUE
BBICOKOW JIeTanbHOCTU: «BHyTpHUuUepernHble KPOBOM3IUSHUSA CIYXKAT MPUYUHON 0
40% cnydaeB cMepTH OoybHBIX remoduiueit» [39, c. 52]. ®akropsl pucka BUK
BKJIFOYAIOT KaK WHTUOUTOpHYIO GopMy, TaKk HM KOMOPOWJHBIE HWH(EKINH:
«JlonomuurensHbiMu akTopamu pucka pazutus BUK sBisitorcss mHruOuTopHas
dbopma 3aboneBanusi, Hanmmuue renarutoB B u C, BUU-undexuun» [39, c. 49], uto
corjlacyercs ¢ HabJIFOAEHUEM, UTO «PUCK BHYTPUUEPEITHOTO KPOBOUBJIUSHUS BBIIIE Y
00JpHBIX ¢ HHTHOUTOpaMm» [109, p. 381].

Wurubutopnass ¢opma remopunnu - 00pa3oBaHHE HEUTPAIM3YIOUIUX
AJUTOAHTUTEN K BBOJUMOMY (haKTOpy CBEPTHIBAHMS - IPU3HAETCS HanOoJIee TSHKETBIM
OCJIO)KHEHHEM 3aMECTUTENbHOW Tepanuu. Kak KOHCTaTUpPYIOT KJIMHUYECKHUE
PEKOMEHIAINH, «TOSBICHUE HHTUOUTOpa K (GaKTOPy CBEPTHIBAHUS KPOBH CUUTAECTCS
CaMbIM TSDKEIBIM OCJIOKHEHHUEM 3aMECTUTENIbHOM Tepanuu remoduiuny [14, paznen
«OcnoxHeHus»|; aHAIOTMYHYIO OLEHKY MJa€T MEXIyHapoJHas JHUTeparypa:
«PazButue amioanturen, wuHruoOupyromux dakrop VII, sBasercs wHaubomee
3HAYUMBIM OCJIO)KHEHHEM 3aMecTuTeNnbHOM Tepanuu (akrtopom VIID» [102, p. 11].
DONUAEMUOIOTHSI UHTUOUTOPOB 3aBUCUT OT TsDKECTH 3a0osieBanus: «I[puOau3uTeabHo
y 5—7% 605bHBIX reMorIHeil A UMEIOTCSI UHTUOUTOPHBIE aHTUTENA, OJHAKO 3Ta 0
BO3pacTaeT mpuoIM3uTenbHO 10 13% y OONBHBIX ¢ TSHKETBIM TEUCHUEM 3a00JICBaHUS)

[108, p. 10]; mo OTeYECTBEHHBIM MaHHBIM «UHTHOUTOPHI TpU Temodrmimu A
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BOo3HHKAIOT y 20-30% marmenToB» [65, c. 134]. [losiBnerrne nHrnOUTOpa KapIMHAIHHO
MeHsieT mnporHo3: «[losiBneHne WHrHOWTOpa 3HAYUTEIBHO YXY/IIAeT MPOTrHO3,
MOCKOJIbKY CTaHJIapTHAasi 3aMECTUTEIIbHAS TepaIus CTAHOBUTCS Hed(PeKkTuBHON» [63,
c. 134]. Cpenu ¢akTopoB pUCKa BBIACIAIOT KaK T'€HETUYECKHE, TaK U CPEJOBBIC:
«Haunbonee CUIbHBIM JETEPMUHAHTOM PA3BUTHUSI HHTUOUTOPOB SIBJISIETCS TUIT MyTallUd
B rere paxropa VIID» [108, p. 11], a «cemelHbIil aHaMHEe3 THTMOUTOPOB OB CBSI3aH C
OTHOCHUTEJIBHBIM PUCKOM pa3BuTusi uHruouropo 3,2 (95% AU 2,1-4,9)» [70,
Abstract]. Tun koHUeHTpaTa TaKXe HMMEET 3HAYEHHE: IO JIaHHBIM HCCIIEIOBAHUS
SIPPET, «KymyJsiTUBHAasT 4YacToTa BCEX HWHIMOMTOPOB cocTaBwia 26,8% mnpu
npumeHeHun (akropa VIII, momydennoro m3 mmasmel, u 44,5% Tpu NpUMEHEHHUH
pekombOuHanTHOTO (paktopa VIID» [123, p. 2054], a koroptHOoe ucciaegopanue RODIN
M0Ka3ajgo, 4YTO «UHTHOWTOpHBIE aHTUTEena pa3Buiauck y 177 u3z 574 nereit
(kymynsTuBHas yacrora 32,4%)» [93, p. 231]. g kynupoBaHHsl KPOBOTEUEHUH MIpU
UHTUOUTOPHOM (hopMe MPUMEHSIOTCS IIYHTUPYIOIIKE MpernapaThl: « /s KynupoBaHus
KPOBOTEUEHUM Yy TMAIMEHTOB C WHTHOUTOpPAMH TPUMEHSIOTCS I[IYHTUPYIOIINUE
npenapatbl - aKTUBUPOBaHHBIM  mpoTpoMOuHOBBIM  koMmiuiekc (AUWKK) wu
peKoMOMHaHTHBIN akTuBUpoBaHHbIM paktop VII (rFVIIa)» [65, c. 135].

VYBenuueHne npoJoJKUTENBHOCTH KU3HU OOJBHBIX FeMO(QUIMEN MPHUBEIO K
pPOCTY 3HAYMMOCTH KOMOPOHIHOM MAaTONOTHH, B MEPBYIO OYEpe/lb TPAHCMHUCCHUBHBIX
uH(DEeKIMA U BO3pPACT-aCCOIMMPOBAHHBIX 3a0oneBaHuil. Vcropudecku BemyIiei
npuanHO cMepTu Obima BUY-uHbeknus: B KpymHOM KOTOPTHOM HCCIEIOBAHUH
«65% cnyuaeB cmeptu ObuTH cBsizanbl ¢ BUY» [136, p. 437], a «mmomo1ib B IEHTpe
JedeHus: reMopuiInK Oblla CBSI3aHA CO CHMIKEHHBIM PUCKOM CMEpPTU (OTHOIICHHE
gactoT 0,6)» [136, p. 440]. Beicokoit ocraércst u yactota BupycHoro renatuta C: B
0TeueCcTBEeHHOU Koropte «y 90% O0oNbHBIX BBISBICHBI AaHTUTEINA K BUpYycCy renatuta C,
y 3 6onbHbix - BUY-undexuus» [33, c. 70-74], a B peruoHaIbHOM HCCJIEIOBAaHUU
«xpoHnueckuit BupycHbiii renatut C BoisiBlieH y 43,1%, runepronuueckast 00J1€3Hb -
y 27,9% GonbHbIX» [5, c. 374-385]. Ilo Mepe cTapeHust KOTOPThI MEHSIETCS CTPYKTYpa
comyTCTByIOIIEeH mnarojoruu: «Oxugaemas MNpPOAOJKUTENIBHOCTh JKU3HU JIUL C

reMomIMel B HacTosIIee BpeMsl MPUOIMKAETCS K TAaKOBOM B OOIIEH MYKCKOM
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nonyssiuu» [112, p. 5256], 1 moToMy «BO3pacT-aCCOIMUPOBAHHBIE COMTYTCTBYIOIINE
3a00JIeBaHus, TaKHMEe KaK CEepJeYHO-COCYIUCThIC OOJIE3HH U paK, MPHOOPETAIOT BCE
OoJplliee 3HAUYEHHE B JIOMOJIHEHUE K CHeHUGUYECKUM i TeMOUiIuu mpodiieMam,
TaKUM KakK apTponaTusi, XpoHu4deckasi 00Jib U TeMOTPaHCMUCCUBHBIE HHPeKm» [112,
p. 5257]. OTOoT cCHBUr TOATBEPXKAAOT U Jpyrue aBTopbl: «lloxwibie numa c
remMouireil BCE yamie CcTpajaroT BO3PACT-ACCOLUUHUPOBAHHBIMHU COMYTCTBYIOIIMMU
3a00JIeBaHUSIMU, BKJIIOYasl CEPJIEUYHO-COCYIUCThIe OosiesHn u pak» [90, p. 524].
Hannele HumepimaHJICcKoro KOTrOpTHOTrO wuccienoBanust cmeptHoctd (2001-2018)
MOKa3aJId, 4YTO «OXHAaeMash NPOAOIKUTEIBHOCTh KU3HHU JHI] ¢ Temo]rmen
npUOIU3MIIaCh K TAKOBOW B OOIIEH MYXCKOHW TOITYJISIIIUU, OJHAKO OCTaéTcst Oonee
HU3KOM y OOJBHBIX C TsokEMol remodmimei» [96]. Bmecrte ¢ TeM Bo3pacraHme
CpeIHEro Bo3pacTa OOJIbHBIX BBHIBOAWT Ha IMEPBBIN IJIAH U MPOOJIEeMYy XPOHUUYECKOM
00MM M TICUXOOMOIIMOHAJIBHBIX  PACCTPOMCTB: MO  JaHHBIM  |1-1eTHero
CkaHMHaBCKOro peructpa, oxparusiiero 6osiee 3000 601bHBIX, OTMEUEHO «BBICOKOE
norpebieHne  00e300IMBAIOIINX, AHTUACNPECCAHTOB U MPOTUBOTPEBOKHBIX
npenapatoB npu remoduiauu» [139]. Macmtab OpemeHu 3a00jeBaHHS UMEHHO B
pa3BUBAIOIIMXCA  CTpaHaxX ObUI  BOEPBbIE M3MEPEH B MEXAYHApOIHOM
snunemuosiorndeckoM uccinenqoBanun HAEMOcare [95] koroporo ocoOGeHHO
peneBaHTHBI 1151 PecriyOinku Tamxukucras.

Knuanueckne ocobennoctrn rtemodmimuu B Pecnybnuke Tamkukucran
OTpPENENAIOTCS  KaKk  OOIMMMH  3aKOHOMEPHOCTSIMH  3a00JieBaHUS, TaK W
crenupuueckuMu pernoHaIbHBIMU (PaKTOPaMH, CPEIU KOTOPHIX BeAyllee 3HAUCHHE
UMeeT >Kapkuil cyxoi kiuMmar. [lo gaHHBIM NMpouUIBLHOTO HccheqoBaHus Kadeapbl
BHyTpeHHHX Oose3Het Ne 3 TI'MVY um. AbGyanu nOuu CuHO, «OKapKUil KJIMMaT
ABIISIETCSL (DAKTOPOM pHCKa Pa3BUTHUS OCIOKHEHHUMU, 4acTOTa KOTOPBIX BO3PACTAET C
YBEIIMYEHUEM TSKECTH COCTOSIHUS Tmarojiorum» [42, pasgen «PesynbTarsy].
CompsoxéHHass nyOJMKanmusi TOrO K€  aBTOPCKOIO — KOJUJIEKTHBa  0000IIaer
pacnpocTpaHEHHOCTb, (AKTOPhl PUCKA, OCHOBHBIE KIMHUYECKUE TPOSBICHUS W
BEYIIHNE OCIOKHEHUS reMOpUINN Ha COBpeMeHHOM 3tane [41]. M3yueHne ce30HHOI

JUHAMHMKHM BBISIBHIIO OT‘-IéTJ'II/IBYIO 3daBUCUMOCTb CTPYKTYPbI OCJIO)KHGHUM OT
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TeMIIepaTypHOTO pexuma: «M3ydeHne CTPYKTYphl OCIOXHEHHH TeMo(rimn
nokasaiyio, 4to remoaptpossl (79,0% u 17,0%), remaroma markux tkaneut (77,0% wu
15,0%) u cniontanusie kpoBoteueHus (67,0% u 15,0%) sSBAsUIMCH cCaMbIMU 4aCTHIMU
OCJIO)KHEHUSIMU B YKapPKHUM TIEPHOJI TOjIa 10 OTHOIICHHUIO K XOJIOHOMY MEPUOY T0/1a,
TOTJIa KaK CyOKOHBIOHKTUBaJIbHBIE KpoBou3ausiHus (37,0% u 7,0%), BHyTpruepenHbie
kpoBomznusinus  (23,0% wu  3,0)» [42, pasmen «Pesynbrarein]. IlomydeHHoe
pacrpeiefieHde XOpOIIO COrjacyercsi ¢ MUPOBBIMH JAHHBIMU O JOMUHUPOBAHUU
reMapTpo30B U IreMaTOM MSTKUX TKaHEW B CTPYKTYpE reMOpparu4eckoro CHHIpoOMa,
0JTHaKO aOCOTIOTHBIE 3HAYEHU S YaCTOTHI OCIIOKHEHUH B KAPKUH MTEPUOJT OKA3BIBAIOTCS
CYIIIECTBEHHO BHIIIE, YTO MOAUEPKUBAET POJIb KIMMATHYECKOTO (hakTopa. ABTOpaMu
JIETANTBHO MPOaHATM3UPOBAHBI (PAaKTOPHI PHUCKA BEAYIIET0 OCIOKHEHU: «DaKkTopamu
pucka pa3BuTus remaprpo3a npu remodpunun "A" u "B" saBunuck: 1. BHe3amHbIe
BHyTpHUCycTaBHble KpoBoTeueHus:i (93,0% wu 47,0%); 2. HeOoiblIue TpaBMBI,
COMPOBOXKIAIOIIMECS KPOBOTCUEHUEM, TOPAXKEHUEM Xpsllla U CHHOBHAIbHOU
obomoukn (91,0% wu 33,0%) Txénoe teuenue remoduiauu (77% u 27,0%);
HacienctBeHHbld (akTop (77,0% u 37,0%)» [42, paznen «Pe3ynbrare»]. Takum
0o0pa3om, CTpyKTypa ocioxkHeHui remodunuu B Pecriyonuke TamkukucTad B 11€710M
BOCIIPOU3BOJIUT YHUBEPCAJIbHYIO 3aKOHOMEPHOCTh - NpeoliaJaHue reMapTpo30B H
reMaToM MSTKUX TKaHed, YTO COOTBETCTBYET IOJIOKEHHIO MEXIyHApPOJHBIX U
poccuiickux pykoBoAcTB [16, c. 6; 138, Chapter 10], HO mpuoOpeTaeT BhIpaKECHHYIO
PETHOHANIBHYIO CIIeNU(PHKY 3a CYET KIMMATHYECKH O0YCIIOBIEHHOTO POCTa YaCTOTHI
KPOBOTEYEHUN B KAPKUU MIEPUOJI FOAA.

1.4. JluarHocTuka, jJiedyeHrue U OpraHu3anusi NoMouu 00J-HbIM reMopuinei (c
yuérom cutyanuu B PecnyOsiuke Tagxukucran)

CoBpeMeHHas moMollb 00IBHBIM TeMO(UIIMel OMUpaeTCs Ha [Ba OCHOBAHUSA -
TOYHYIO KJIMHUKO-JIA0OPaTOPHYIO IMarHOCTUKY M MaTOTEHETUYECKU OOOCHOBAHHYIO
3aMECTUTENIbHYI0 (JIM00 HEehaKTOpHYI0) Tepalvio B paMKax CHElUaTU3UPOBAHHON
MYJIbTUIUCHUIUIMHAPHOU Mojenu. O030p BCEro CIEKTpa ATUX METOJI0B HEOOXOIUM
JUISL OLIEHKH pa3pblBa MEXY STAJTOHHBIMU MOJXOJaMH U PEaJbHON MPaKTHUKOU

okazanus nomou B Pecriyonuke Tamkukucran. CoBpeMEHHbIE aCMEKThl U3y4eHUs
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remMomiK A, BKIIFOYast BOIIPOCH! TMATHOCTUKU U Teparuu, 0000IIEeHBI B 0030PHBIX
pabotax [48], a 0a30BbIe CBe/IEHUS O 3a00JICBAHUM CHUCTEMATHU3UPOBAHBI B YUEOHBIX
nocoobusx mo remodrimn [1].

J{narHocTuka remoguiauu: KJIMHUKO-1200paTOpHbIE KpHUTEpHUH.
JInarHoCTUYECKUl TOMCK HAYMHAETCS C KIMHUYECKOM OIEHKH - XapaKTepHOTO
reMaTOMHOTO THIIa KPOBOTOYMBOCTH, OTATOIIEHHOIO CEMEHHOro aHaMHe3a [0
MY>KCKOM JIMHUM W paHHEro /1e0lTa reMopparuii, OHAKO OKOHYATEIbHBIN AHAarHo3
ABIISIETCS 1a00paTOPHO-TEHETHYECKUM. J[efCTByIOME KIMHUYECKAE PEKOMEH AN
Poccuiickoit  ®Denepariun  GOpMYITHPYIOT — KpUTEpUH  YE€TKO:  3a0oJIeBaHHE
MOATBEPKAACTCSA NPU Haauuuu «- cHmkeHue aktuBHocTH FVIII/FIX mmke 50%; -
Hanuuue myTanuii reHoB FVIII unu FIX» [16, c. 5]. ToT ke JOKYMEHT XapaKTepu3yeT
CTPYKTYpPY KOropThl  OOJNBHBIX, YyKa3blBasg, 4ro «okojo 60-70%  Bcex
JTUATHOCTUPOBAHHBIX  ClIy4aeB TreMOQUIMU  COCTABISIOT — TSKENble  (OPMBI
3a00eBaHus, I KOTOPBIX XapaKTEepHBbI CIIOHTaHHBIE T'€MOPPAruuecKhe SIU30/IbI
(MpeuMyIIECTBEHHO T'eMapTpo3bl M TEeMaTOMbl MSITKHMX TKaHEH pa3IudyHBbIX
naokanu3auuid)» [16, c. 6]. JIBONCTBEHHYIO MpPUPOAY OUarHo3a MOAYEPKUBAIOT U
0030pbl  MEAUATPUYECKON MPaKTUKHU: «IUArHOCTUKA TpedyeT o00s3aTelbHOro
TF€HETUYECKOr0 MOATBEPKIAEHUS MO0 J1TaOOPAaTOPHOIO MOATBEPKIECHUS CHHUKECHUS
koHIeHTpanuu ¢akropa VIII ana remodpunuu A u dakxropa [X mis remoduuu By
[17]. Knuawdeckuit sTam auimb (HOPMHUPYET TMOKa3aHUS K IEJICHAPABICHHOMY
nabopaTopHOMy 00CIEOBaHUIO, ONpeAeNsionemMy GopMy U TSKECTh 3a00JIeBaHUS.
AKTyalnbHOCTh paHHEW JIMATHOCTUKM M  TEPaneBTHYECKOIO  MOHHUTOPHUHIA
KoaryJjaonaTuii, BKIto4Yasi reMouiinio, moa4E€pKHyTa U JIJIsl coceHero Y30eKucTaHa,
rae Z.M. Ruziyev akiieHTUpyeT BHUMaHUE Ha «TPYIHOCTU paHHEW NUAarHOCTHKU U
TepareBTUYECKOr0O MOHUTOPUHTa» TIPU TeMOBUINU U APYTrux Koarynonatusx [132].

JlabopaTopHble MeTOABI THMATHOCTUKH. AJICOPUTM CTPOUTCS MO HPUHIIUITY
MOCJIEIOBATEIBHOTO CYKEHUS TIOUCKA - OT CKPUHUHTA FeMOCTa3a K KOJIMYECTBEHHOM
OLIEHKE aKTUBHOCTH (paKkTOpa U, NP HEOOXOIMMOCTH, K BBIABICHUIO HHTHOUTOpa. Ha
CKPMHUHIOBOM 3Tare, COTJIAaCHO 0030pYy KIIIOYEBBIX MOJIOKEHUM OTE€YECTBEHHBIX

pPEKOMEHJIAINN, «MAlMeHTaM ¢ TOJ03pEHHEeM Ha TeMO(DWINI0O PEKOMEHOBAHO
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BBIIIOJIHEHWE  KOAryJorpaMMbl  (OpMEHTUPOBOYHOIO  HCCJIENOBAHHUS  CHCTEMBI
reMocrasza), €  OO0s3aTeNbHBIM  BKJIIOYEHHEM  CIEAYIOIUX  apaMeTpoB:
aKTUBUPOBAHHOE YaCTUYHOE TpoMOoruiacTuHoBoe Bpems» [47]. M3omupoBaHHOE
yJIMHEHWE aKTUBHUPOBAHHOI'O YaCTUYHOTO TpomOoIiacTuHOBOro BpeMmenu (AYTB)
IPY HOPMAJILHBIX TPOTPOMOMHOBOM BPEMEHU U (PUOPUHOTEHE - XapaKTepHOE, XOTS U
Hecnieuuduueckoe, ykazaHue Ha JAePUUUT (AKTOPOB BHYTPEHHErO  IMYTH.
Bepuduuupyromum 3TanoM CIyX HUT KOJUYECTBEHHOE ONPEEICHUE AKTHBHOCTH
dakropo VIII u IX. Kakx momu€pkuBaror A.E. Bowyer u R.C. Gosselin, «tounoe
u3Mmepenne aktuBHocTH (akrtopa VIII u dakropa IX mmeer ocHoBomomararormiee
3HaYEHHE JUIs JUATHOCTHKY, Kiaccuukauuu 1 BeneHus remopununy [78]. [Ipu saTom
OPUHLKIINATBLHOE METOJI0JIOTUYECKOE 3HAUEHHE MMEET BbIOOp METO/a ONpEesICHuUs
aktTuBHOocTU. B paborax rpymmbel S. Kitchen yOemuTenbHO mMOKa3aHO, dYTO
«HUCIOJIb30BAHUE €IMHCTBEHHOW METOAMKH aHaJM3a MOYKET NPUBOAUTH K HEBEPHOMU
Kinaccuukanuu TspkecTh TremMopuimu  A», B CBS3M € UEM <JUIS  MOJHOU
(hEeHOTUIMMYECKON XapaKTepUCTUKU reMOPMINU A HEOOXOAUMBI KaK OJTHOCTAUITHBIM,
TaK U XpoMOTeHHbI MeTosl onpeneneHus FVIID» [103]. Pacxoxnenne pe3ynbTaToB
OJIHOCTAIMIHOTO (KJIOTTUHTOBOT'0) M XPOMOTE€HHOI'0 METOJI0B OCOOEHHO 3HAUYMMO TIPH
AE€rkux (opmax: «pacXoKIEHUE MEXIy pe3yibTaTaMu OJHOCTAJUWHOIO H
XPOMOTE€HHOr0 MeToA0B onpenesienus (axropa VIII Habmoganoch y 3Ha4YUTENbHON
nonu OonbHBIX JIE€rKOM remodumuein A» [79]. OTtmenbHyro 3amady COCTaBIISIET
BBISIBJIEHNE HHTUOUTOPOB - HEUTPAIU3YIONINX AJUTOAHTHUTEIN K BBEAEHHOMY (aKTOpYy;
UX KOJMYECTBEHHAs OIIEHKa MpOBOAUTCS MeToAoM beresna B Moaudukanuu
Huwmerena ¢ Beipaxkenuem tutpa B eqununax beresna (BE). Ocobbie TpeboBaHus K
KOHTPOJIIO TPEAbsIBISCT HehaKTOpHAs Tepamnus: <« MalUEHTOB, MOIyYarol[ux
sMUNM3yMad, mpu omnpeneneHur akTuBHOCTH FVIII u tutpa mrruduropa FVIII
PEKOMEHIyeTCsl UCIOJIb30BaTh XPOMOTE€HHbBI METOJ] C OBIYbUMH (PAKTOPAMU KPOBU»
[47], NOCKOIBKY SMULIHM3YMAa0 HMCKa)XaeT Pe3yibTaThl CTAHIAPTHBIX KIOTTHHTOBBIX
TECTOB.

MoJiekyaIsipHO-TeHeTHYECKasi JUATHOCTHKA. ['€HEeTHYeCKoe HCCIe0BaHuE

3aBepIaeT TUArHOCTUYECKHHM MPOIECC, oOecreunBas UICHTU(DHUKAINIO MPUYUHHOM
41



MyTalMi, IPOTHO3UPOBAHUE PHUCKA OCIOKHEHUH M BO3MOXKHOCTb CEMEWHOIO
KoHcyabTHpoBaHus. Kak orMmeuaror A. Pavlova, J. Oldenburg m coaBT., «TsSKeCTh
3a0071€BaHUs 3aBUCUT OT CTENIEHU CHUKEHHUS YPOBHEM aKTUBHOCTH KOATyJISIIUOHHOTO
FVIII wmmmn FIX, 4ro omnpexpensiercs TUIOM MATOI€HHBIX BapUaHTOB B TIEHaX,
komupyromux 3tu 1Ba dakropa (F8 u F9 cooTBeTcTBEHHO)», a CaMO T€HETHUYECKOe
TECTUPOBAHUE «MMEET 3HAYEHUE JMJIA BBISBICHHS HOCUTEILCTBA, MPEHATAIBHON
JUArHOCTUKHM,  MPOTHO3UPOBAHUS  PUCKA  HMHTMOUTOPOB U TEHETHYECKOIrO
KOHCYJIbTHUpOBaHus» [122]. Pe3ylbTaTUBHOCTh COBPEMEHHOI'O T'€HOTUIIHMPOBAHUS
BECbMa BBICOKA: N0 AaHHBIM npoekra My Life, Our Future, «reHeTnueckuii aHamms
reroB F8 u F9 mo3Bossier BBISBUTH IPUUUHHBIE MyTaluu 60s1ee 4eMm y 95% OoIbHBIX»
[105]. IIporHocTMyeckoe 3HAYE€HHE  MOJICKYJISIPHOTO  JMarHo3a  HarJisiAHO
nemoHcTpupyet metaananu3 S.C. Gouw, H.M. van den Berg, J. Oldenburg u coasr.,
COTJIaCHO KOTOPOMY «PHCK Pa3BUTHUsI MHTMOUTOPOB ObLT HAUOOIBIIUM Y OOJIBHBIX C
KPYIHBIMH JJICIUSIMHA U HOHCEHC-MYTAIUSIMU U 00JIe€ HU3KUM y OOJIbHBIX C MUCCEHC-
MYTalUsIMUA 1 MaJIbIMH JIeJICHUsIMU/BCTaBKaMU», a «TUI MyTanuu reHa F8 spnsgercs
OCHOBHBIM JIETEPMUHAHTOM PUCKA PA3BUTHUSI UHTUOUTOPOB MPH THKEION reMopuinm
A» [92]. CxonHble pe3ynbTaTbl B OTHOUIEHWH POJIM HHTCHCUBHOCTH JICUCHUS B
dbopmupoBaHur HMHTUOUTOPOB y Jnered monydeHsl S.C. Gouw u coaBT. [94], a
CpPaBHUTEJIbHAS YaCTOTA PA3BUTUS HHTHOUTOPOB IPU IPUMEHEHUH T1a3MaTUYECKUX U
PEKOMOMHAHTHBIX  KOHIIeHTpaToB  (Qakrtopa  VIII  mpoanammsupoBana B
cuctemMaTudeckoM o03ope A. lorio u coant. [99].

3amecTuTeIbHAs Tepanmus: KOHUeHTpaThl ¢axkropoB VIII u IX.
[Tatorenernyeckoid OCHOBOM  Jie4YeHUS] TreMOGUIMM  OCTa€TCs  BOCIOJIHEHHE
nedurutHOrO (hakTopa CBEPTHIBaHUA. B HamumoHaabHbIX pexkoMeHmanusx HMMUIL]
reMaToJIOTUH TOMUYEPKUBACTCS: «B OCHOBE JICUEHHS OOJIbHBIX HEOCI0KHEHHOU
dopMoil remopuIMM JIEKUT creuuduueckas [3amecTurenbHas Ttepanusal» [23].
AHanoruyHeiM 00pa3oM (yHAaAMEHTAIbHOE PYKOBOACTBO MO JETCKOM IreMaTOJIOIHH
OnpeesieT «OCHOBHAA JieueOHasi CTpaTerus - MpoOBEAEHUE 3aMECTUTENILHON TEpanuu
npenapaTamMu, COJACpKAllMMU HEIOCTalomue (akTopbl CBEPTHIBAHUS KpoBU» [21].

Tepamus ocymecTBisieTcss koHuentpatamu (akropa VIII (mpu remodummmum A) u
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dakTopa IX (mpum remoduamu B) mmasMaTHYecKOoro WM PEeKOMOMHAHTHOI'O
npoucxoxacHus. KinnHuueckne pexoMenaauun PO pernaMeHTUPYIOT PEXUMBI
J03UPOBaHUS MPOPHIAKTUKHE TeMOMUINN A, YKa3bIBasl, 9TO «OKTOKOT ajbda AeTIM
miammie 6 jget 20-50 ME/kr 3-4 paza B nenemnto; FVII 25-40 ME/kr 1 pa3 B 2 nHst uiu
3 paza B Henemo» [16, c. 12]. OcobeHHoCTH Tepanuu reMopuianu B cBs3aHbl Kak ¢
Oojee AIUTENBHBIM MEPUOJOM TMOJyBbIBeAeHUs (Qakrtopa IX, Tak u ¢
OTPaHMYEHHOCTBIO TeparneBTuyeckoro apcenana. Kak ormewaror H.UM. 3o03yns u
Co0aBT., «reModunus B - nepunut gaxropa ceepreiBanus kposu X (FIX) - mapsgy ¢
remodmreit A u Gone3Hbio BumieOpanma - sBisieTcs OAHOM W3 HanOoJyiee 4acTo
BCTPEUAIOIINXCS  HACJEACTBEHHBIX  KOAryJiomaTui», Tpd  3TOM  «apceHal
JIeKapCTBEHHBIX MpenaparoB s jeueHus: remouinuu B cymiecTBEeHHO MEHbIIE IO
CpaBHEHUIO ¢ remoduiveld A, B CBA3M C 4YeM IOSIBJIICHWE HOBBIX IpENapaToB IS
tepanun  gedurura FIX wuMeer Oonbiioe mpakTudeckoe 3HaueHue» [31].
[IpuHnunuansHOE 3HAaUEHHE UMEET aJIeKBAaTHOCTh JI03UPOBAHUS: KaK MOAYEPKHYTO B
KJIMHUYECKUX PEKOMEHJIalUX, «HUCIOJIb30BAaHWE HEAaJeKBAaTHO HU3KOM JI03bl U
HECOOJIIOJICHUE peXuMa BBEACHUS NPUBOAUT K CHIKEHUIO 3(PPEKTHUBHOCTH,
YXYILIEHUIO COCTOSHMS M YBEIWYEHHMIO pacxoja mnpemapara» [16]. [dus
NEPCOHANIM3AIMM  PEXKUMOB  MPOPUIAKTUKH  BCE  IIMpEe  IPUMEHSAETCS
(hapMaKOKMHETHIECKUI TTOIXO0/1, TIO3BOJISIOIINMA JOCTUTATh ONTUMATHHOW OCTATOYHON
aktuBHOCcTH (pakTopa VIII [24]. TIpu remodumnnu B mepcrieKTUBHBIM HapaBIIEHUEM
SBJISIETCSI ~ WCIIOJIb30BAaHUE  MPOJOHTHPOBAHHBIX  mpemapatoB  ¢akropa X,
MO3BOJSIIOIIUMX ~ COKpaTUTh 4acTtoTy BBeAeHUWM [50]. OrTedecTBEHHBIN  OIBIT
pPUMEHEHUsI PEKOMOMHAHTHBIX KOHIIEHTpaToB (hakTopa VIII, B vactHOCTH mipenapara
«AIBEUTY», OMUCaH B KJIMHUYECKOM MPAKTUKE JICUSHHS OOJIbHBIX TeModuauei A [9].
[IpopunakTuyeckoe JeyeHHe MNPOTHB TePANMU «IMO TPeOOBAHHION.
KitoueBbIM BOJIOPA3€IOM TAKTHKU BEJICHUS SIBISIETCS BBIOOP MEXKIY PEryJIipHOM
(mpoduaakTUYECKOM) 3aMECTUTENLHON Tepanueil u BBeaeHueM (aktopa mo ¢akry
KpOBOTeUEHHUs («110 TpeboBaHUIO»). [Ipodunakruueckas Tepanus, Mo ONpeaeIeHUIO
0eopyCCKOro KIMHUYECKOro MPOTOKOIa, HalpaBieHa Ha JOCTUKEHUE «IIOBBIIICHUS

Ka4eCTBa XMU3HH, COIMMOCTABHUMOI'0 C TAKOBBIM Y JIMII oe3 FCMO(bI/IJ'II/II/I», TOorga Kak
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«iedyeHre 1o TpeboBaHuio - mnapeHtepanbHoe BBeaeHne KOCK mno dakry
BO3HUKHOBEHHUSI KPOBOTECUCHMSI C II€JIbI0 €ro OCTaHOBKM» [46]. JlokazaTenbHOM
BepIINHON 00ocHOBaHus npoduuaktuku cramo PKI M.J. Manco-Johnson u coasr.
(Joint Outcome Study, 2007), B KOTOpPOM JI€TH TpyMNIbl NPOGUIAKTUKN «ITOJTydalld
uHdy3uu 25 ME dakropa VIII Ha kunorpamm maccel Tena yepes aeHb» [111]. Ero
pe3yJbTaThl ObUTH OJTHO3HAYHBL: «y 93% ManueHTOB IPyNIibl TPOPUIAKTUKUA U Y 55%
TPYIIBI AMU30/IMYECKON Tepanuu CTPYKTypa UHACKCHBIX CYCTaBOB Mo AaHHbIM MPT
cuntanack HopManbHou (P=0,000)», a «OTHOCUTENBHBIN PUCK BbIsIBIIIEMOro 110 MPT
MOPaYKEHHUS CyCTaBOB MPH SMTU30INUCCKON Teparnu M0 CPABHEHUIO C PODUITAKTHKON
cocraBui 6,1 (95% noBeputenbHblid wHTEpBAN 1,5-24,4)» [111]. 3HaYUMBI U CPOKH
Havyasa mpodumaktuku: B pabore K. Fischer m coaBT. mokazaHo, 4TO «OTCpOYKa
npoduiiakTUKA OblIa CBSi3aHa C YBEIUYCHHEM KPOBOTOUYMBOCTU U  OOJIbIIEH
BBIPA)KEHHOCTHIO apTPONaTUU B MOCIEAYOUIEH )KU3HW», OTKY/1a CIEAYET BBIBOJ, UTO
«paHHee Hayano NPO(HUIAKTHUKYA BaXKHO JIJIsi ONTUMAJIBHON 3aIlIMThI CycTaBoBy» [89]. B
OTEUECTBEHHOW MPAaKTUKE Pa3IMyaloT BHUJbI NPO(UIAKTUKU IO CpoKaM e€ Hayvana:
«npoduIakTUIecKas Tepanus, KOTopas HauuHaeTcs A0 2 JIET )KU3HU WIH cpasy moclie
pa3BUTHUSI MEPBOTO reMapTpo3a, HazbIBaeTCs MepBUUHONW» [64, c. 12]. OOopoTHOI
CTOPOHOU MPODUIAKTUKH SIBIISIIOTCA €€ 3HAUUTENbHBIC U3JIEPKKHU, KPUTUUHBIE IS
CTpaH ¢ OrpaHUYCHHBIMH pecypcamu. MexayHnapoanoe cpasuenue K. Fischer u coaBr.
MOKA3aJI0, YTO «JJIMTENIbHASI TPO(HUIAKTHKA TI0 TOJUIAHCKOMY PEXUMY CPEIHHX 103
MOKa3aJia HECKOJIbKO XYIINA KIMHUYECKUI UCXO0/1, HO ObLIa CBsI3aHa CO 3HAYUTEIHLHO
MEHBIIINMU 3aTpaTamMu, YeEM LIBEJICKUI PEXKUM BBICOKUX J03» [88], a MomennpoBaHue
TOM e TPYNIbl YCTAHOBUIIO, UYTO «dKOHOMHYECKas 3((HEKTUBHOCTh MPOPUIAKTUKH
CUJILHO 3aBHCEJIA OT JI03bl U BO3pacTa, B KOTOpOM Obljla HauaTa nmpoduiakTuka» [87].
OTU 1aHHbIE 000CHOBBIBAIOT IPABOMEPHOCTH IPUMEHEHUS PEKUMOB ITPOMEKYTOUHBIX
7103 B PECYpPCHO-OTPAHUYEHHBIX CHUCTEMax 3JpaBOOXPAHCHMS, K UYHUCITY KOTOPBIX
OTHOCUTCA M Ta/KUKCKas. OO000IIasi mepcreKkTUBbl pPa3BUTHS MPOPUIAKTUKH, A.
Batorova u coaBT. POopMyIUPYIOT «IKCIEPTHOE MHEHUE O COBPEMEHHBIX U OyAYyIIUX

METOA4ax HpO(l)HJ'IElKTH‘-ICCKOfI TCpaliny, HAIIPABJICHHLIX HA YJIYYIICHUC 3alIUThI JIMIT C
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remodmmmeit A» [71], momu€pkuBas TEHICHITUIO K TOBBIIMICHUIO IIEJIEBBIX YPOBHEH
AKTUBHOCTH (PAKTOpa M MHAMBUYATTU3AINIO TEPATTHH.

Nuruduropuas ¢popma u eé tepanusi. Hanbosnee cepbE3HbIM OCIOKHEHHEM
3aMECTUTENIbHON Tepanuu siBsieTcss oOpazoBaHne MHruOUMTOpoB. Kak oTmedaercs B
OTEUECTBEHHOM YU4E€OHOM MTOCOOMH, «BAKHOU KIIMHUYECKOM MPOOIEMO O-TIPEeKHEMY
OCTaeTCs BOSHUKHOBEHHE B IMpoOIecce JeUeHUss HHruOuTopoB - antuten k FVIII unu
FIX», ayist npeogoneHust KOTOPbIX «pa3padoTaHbl CielMaIbHbIE TPOTOKOIbI HHAYKIIMH
(cozmanusi) UMMyHHOU TonepanTHo[cTu]» [57]. Tepamus WHrHOUTOPHOU QOPMBI
pemaeT ABe 337a4d - KyIUPOBAaHUE TEKYLIMX KPOBOTEUEHUH M 3paJUKALMI0 CaMOT0
uHruouropa. J[ji1 0CTaHOBKM KpPOBOTEUEHHI MPUMEHSIOT IIYHTUPYIOIIUE MPErapaThl
- aKTUBHUPOBaHHBIN mpoTpoMOuHOBEIN Komiuiekc (AMKK) u pexomOuHAHTHBIN
akTuBUpOBaHHBINA (hakTop VII, neficTBue KOTOPHIX 00XOIUT 3a0JJ0OKHPOBAHHOE 3BEHO
Kackaga. PajukanbHBIM e METOJOM YCTPAHEHHS MHTMOUTOpa OCTAETCSl MHAYKIIHS
uMMmyHHOU TojepantHoctH (MUT). Ilo wmexmyHapomHomy KoHceHcycy D.M.
DiMichele, C.R.M. Hay u coaBT., «uHAyKIHsI UMMYyHHOM TonepantHoctu (MUT)
OCTa€TCcsl €JUHCTBEHHOM [OKa3aHHOW CTpaTeruedl spajuKaluyd HHTHUOUTOPOB Y
00abHBIX reMopunuen Ay, MPUUYEM «KaK BBICOKOJIO3HbIE, TAK M HU3KOI03HBIE PEKUMBI
NUT cnocoOGHbI 00€cTIeYnTh TOAEPAHTHOCTD MPU PA3JIMYUSAX BO BPEMEHH JOCTHIKEHHUS
ycrnexa u ctouMmoct» [84]. B oreuecTBeHHOM NpakTHKe, Kak ykasbiBaeT [1.B. CBupun
U COaBT., «HAWOOJbIIEE pacHpOCTpaHEHHE TOJYYMWIM JBE CXEMbl HWHAYKLIHUU
umMmyHHOU TonepanTHocTu (MUT): B Huskux mozax (50-100 ME/kr tpu pasza B
Hezeno) U Bhicokux no3ax (100-150 ME/kr aBa pa3za B nenb)» [60]. DddexTuBHOCTD
METOo/Ia MpU coOMoAeHNU TTpoTokoia Beicoka: «UT ¢ nmpuMeHeHneM TIa3MeHHBIX
[TOVIII, conepxkammx ¢B, - 3pdekTUBHBI HHCTPYMEHT JIMMUHAIIUA UHTHOUTOPA,
MO3BOJISIONIUN TOOUBATHCS YCTOMUMBOIO MOJOKUTENBHOTO 3 dexTa y O0IbIINHCTBA
NalueHToB ¢ uHruoutTopHor gopmoit remopunuu A» [60]. Ognako UUT sBasiercs
JUTUTENIbHBIM (MECSIIbl M TOJIbl) U YPE3BBIYAHHO 3aTPATHBIM METOJIOM, TPEOYIOIINUM
Oecrniepe00itHOro cHaOKeHUs MpenaparaMu U ClelHaIn3UPOBAHHOIO JIA0OPATOPHOTO
KOHTPOJISI, 4YTO JejaeT €€ MPaKTUYECKH HEAOCTYNMHOM B YCIOBUAX Aeduunra

dakTopHOU Tepamuu. BoOmpochl MUAarHOCTMKU W JICUCHUS WHTHOUTOPHOU (HOPMBI
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reMo(QIIIHH JeTAThHO MpopaboTaHkl B AUccepTaninoHHoM uccneaoBaanu H.W. 303ymm
[29], a anropuT™bl TpoDUIAKTUKY UHTHOUTOPHOMN (popmbl reModunuu A u B y nereit
NEPBBIX JIET JKU3HU PETJIaMEHTHUPOBAHBI CIEHHUATBHBIMU pEKOMEHIanusIMu [2].
CoBpeMeHHbIE BO3MOXXHOCTH HE(hAKTOPHOW Tepanuu MpU HUHTHOUTOpPHON dopme
0000111eHbI B OT/ICJIBHOM 0030pe [44].

Omunu3ymad - HegakTopHasa Tepanmus. DMHUIM3yMad - Oucnenupuyeckoe
MOHOKJIOHAJIbHOE aHTHUTEO, MMUTHUPYIOIIECE Ko(akTOpHYIO GyHKIIIO
aktTuBUpoBaHHOTO (pakTopa VIII, - cyliecTBEHHO U3MEHUI TAKTUKY BEACHUS OOJIbHBIX
remodmmeit A. Kak ykaspiBaroT T.A. Arnpeesa, H.W. 303yms u coaBT., «IMUIIU3yMad
Ob11 0100peH B Poccuu st mpoumakTUKU KPOBOTEUEHUH Y OOBHBIX TeMopuineit A
('A) ¢ uaruburopamu ¢akropa VIII (FVIID) B 2018 r. u Tsxenoit hopmoii I'A 6e3
unaruoutropos FVIII B 2019 r.» [4, c. 267]. IIpenapat BBOIUTCS OJIKOKHO: «T€PATTUIO
AMUIIU3YMA00OM HAUMHAIOT C BBEJICHUSI HATPY30YHOM 10361 3 MI/KT B BU/JIE MOJIKOKHOM
WHBEKIIMKM OJIMH pa3 B HEJEN0 B TedeHue ImepBuiXx 4 Hemenb» [4, c. 268].
Perucrpannonnsie uccinegoBanusi cepun HAVEN npoieMoHCTpUpPOBAIM BBICOKYIO
s dextuBHOCTh npenapata. B uccnenopanun HAVEN 1 (J. Oldenburg u coaBt.) y
OOJIbHBIX C UHTUOUTOPAMHU «TOJI0Basi 4aCTOTa KPOBOTEUECHHI cocTaBuia 2,9 snu3ona
y YYaCTHUKOB MOJY4YaBIIUX NPO(UIAKTUKY SMULIM3yMaOOM MpoTuB 23,3 snu3ona y
HE MMOJTy4YaBIIUX MPOPIIIAKTHKY , UTO COCTABISAET 3HAUMMOE pa3indue B 87% B OBy
npodrnakTuku  smunmzyma6om» [117]; mpm  3TOM OBUIO  BBISIBICHO, UTO
«TpoMOOTHYECKAas MUKPOAHTHOMATHSI W TPOMOO3 OBUIM 3aperucTpupoBaHbl y 2
YYaCTHUKOB  KaXJIbIH KOTOpBIE  TOJy4YaJId  MHOXKECTBEHHbIE  WHDY3UH
AKTUBUPOBAHHOTO  KOHIIEHTpAaTa MPOTPOMOMHOBOTO Komruiekca» [117], wuTO
OMpEeNeaio HEe0OXOAMMOCTh CHIDKEHHSI /103 IIyHTUPYIOIIMX TpernapatoB. B
uccnenoBanun HAVEN 3 (J. Mahlangu u coaBT.) y OOJIbHBIX 0€3 WHTHOHUTOPOB
«ToJI0Bas 4aCTOTa KPOBOTEUEHUM cocTaBuiia 1,5 anu304a y y4aCTHUKOB, MOJTyYaBIIUX
IpOPHIAKTUKY IMHUIIM3YMaOOM €KeHeeNbHO, U 1,3 3nu301a Kaxkble IB€ HEACNH O
cpaBHeHUI0O ¢ 38,2 osnuzoma  06e3 mnpoduraktukuy [110]. Ilemuarpuueckoe
uccienqoanne HAVEN 2 (G. Young u coaBT.) mokaszano, 4TO «mpoduIaKkTHKa

SMHUIIM3yMaboM obecreunia HU3KYI0 TOAOBYIO YacTOTY KPOBOTEUEHHUH y JeTei ¢
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remorret A 1 HHTHOUTOpaMm» C «CHIDKEHHUE YaCTOThI KpOBOTeYeHMM Ha 99% mipu
NPUMEHEHUU SMUIIM3yMada MO CPaBHEHUIO C MPEANIECTBYIOMIEH MPOPUIaKTUKON
HIYHTUpYIOIIMMHU Tnipenaparamu» [145]. OO0benUHEHHBIA JOJITOCPOYHBIA aHAU3
HAVEN 1-4 (M.U. Callaghan u coaBT.) moarBepausi ycToH4uBOCTh Pekra: «3a
MeauaHHbeil nepuoj ddextuBHocTu 120,4 Hemenu MofelibHAs TOAOBas 4YacToTa
kpoBoTeueHut (ABR) mis nmeueHbix kpoBoTeueHuit coctaBuia 1,4 u y 82,4%
y4acTHUKOB Obu10 0 jedyeHwbix KpoBoTedeHui» [80]. [logkoXKHBIN MyTh BBEJACHUS U
BBICOKAs 9(PEKTUBHOCTH ACTAIOT SMUIIU3yMa0 ONTUMAIBHBIM ITpernapaToM, 0COOEHHO
JUISL IETeH U JIJIsl CUCTEM 3PAaBOOXPAHEHUS C OTPAaHUYEHHBIM BEHO3HBIM JIOCTYIIOM U
J0rUCTUKOM. (OTEUYEeCTBEHHBIA OMNBIT MOJATBEPKIAET 3TH JaHHBIE: y JIETe C
UHTHOUTOpHOU Popmoit remodunuu A Ha (HoHEe Tepanuu SMUII3YMAOOM OTMEYEHO
CHUKEHHUE YacTOThl KpoBoTeueHui [27]. Ocobble BOMPOCH BOZHUKAIOT MTPU OKA3aHUH
XUPYPTUUECKOW TIOMOINM TaI[MeHTaM, TMOJyYalolluM HSMUIM3YyMal, KOTOpHIE
perIaMEHTUPOBAHBI PE30OJIOLMEN COBETA SKCIEPTOB [S55].

I'ennas Tepanus remopuaun. Hanbonee pagukanbHbIM HalIpaBJIeHUEM CTajla
OJIHOKpaTHas TEHHasi Tepalusi Ha OCHOBE aJ[CHOACCOIMUPOBAHHBIX BHUPYCHBIX
BEKTOPOB, OOecreunBaronasl HI0IeHHYI0 BbIpaOOTKY aepuuuTHOro (axropa. Ilpu
reMo(usini A MPUMEHSIOT BaJIOKTOKOTE€H POKCAMAPBOBEK: MO JJAHHBIM UCCIIEIOBAHUS
GENEr8-1 (M.C. Ozelo u coaBT.), «cpeHHE TOJOBBIC TMOKA3aTeIN MPUMEHEHUS
koH1enTpata axropa VIII u nedeHbIXx KpOBOTEUEHHH MOCIE 4-1 HEJIENH CHU3WINCH
nociie nHby3uu Ha 98,6% u 83,8% coorBercTBeHHO (P<0,001 111 060MX CpaBHEHUH )»
[120], a «y 132 y4acTHUKOB, OTPUIIATEILHBIX 10 BUPYCY UMMYHOACPUIINTA YETTOBEKA,
cpenHuit ypoBeHb akTuBHOCTH (paktopa VIII Ha 49—52-11 Henensax moBeicuics Ha 41,9
ME wHa geuwmtp» [120]; BMecTe C TE€M  «IOBBIIIEHHUE  YPOBHEM
anaHuHamMuHOTpaHcdepaspl ormeuanoch y 115 u3 134 yuactHukoB (85,8%) u
KynupoBanoch uMMmyHocynpeccantamu» [120]. Ilpu remodumuu B npumensitor
aTpaHakor ae3zanapBoBek: B uccienoBannu HOPE-B (S.W. Pipe u coaBrt.) «rogoBas
4acToTa KpoBOTeUeHU cHu3miack ¢ 4,19 no 1,51 , otHomenue wacror 0,36 , 4yTo
JEMOHCTPUPYET HE MEHBITYI0 W MPEBOCXOMANTyl0 3S()PEKTUBHOCTH STpaHAKOT

ne3arapBoBeka» [125], a gonrocpodyHble AaHHBIC TOKAa3aJid, YTO «3alluTa OT
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KPOBOTEUCHMI W TIOBBINIEHHAS aKTUBHOCTH (hakTopa IX coxpansimchk B TeueHue 24
MECSIIEB TOCNe OJHOKPATHOM MH(Y3UU dTpaHakor ne3amapBoBekay [82]. Ilommmo
KJIMHUYECKON 3(P(GEKTUBHOCTH, TEHHas Tepanus YJydlllaeT KauyecTBO >KU3HU: IO
mauabpiM  agHamm3a ucciaenoBanusa GENEr8-1, M.C. Ozelo u coaBT. omnucaiu
«CBSI3AHHOE CO 37I0POBBEM KaueCTBO KM3HU IMOCJIE€ F€HHOM Tepanmuu BaJOKTOKOTEH
poKcanapBOBEKOM» y O0sbHbIX reModunueit A [119].

Oproneauyeckoe JeyeHHe OCJOKHEHMH. XpOHHMUYECKas reMopuindeckas
aptpomartus, (QOpMHpYIOIIasCs BCIEICTBUE PEHUAMBUPYIOUIMX TE€MapTpPO30B,
oTpezesnsieT HHBAIHIN3ALNIO OOJBHBIX U TPEOYET OPTOMEeINIECKOTO BMEIIATEIbCTBA.
Kakx ormeuaror E.C. Rodriguez-Merchan u L.A. Valentino, «penuauBupyromime
reMapTpO3bl IPUBOJAT K XPOHUIECKOMY reMO(DUINIECKOMY CHHOBUTY U B KOHEYHOM
utore Kk remModunndeckoil aprponatum» [130]. CrekTp opTOonenIuyYecKod MOMOIIH
BKJIFOYAET CHUHOBIKTOMHIO, KOPPEKLHMIO KOHTPAKTYp M SHJIONPOTE3UPOBAHHE
CyCTaBOB, OJJTHAKO aBTOPHI MOMUYEPKUBAIOT MPUOPUTET MPOGUIAKTUKH: «IIEPBUYHAS
npoduiiakTiKa sBisieTcss Haubosiee 3(PQPEKTUBHBIM CHOCOOOM MPELyIPEKICHUS
reMo(UInIecKou apTpOIaTUI [130]. OTedeCcTBEHHBIE  PEKOMEHIAIUU
(GOpMyIHPYIOT TOT K€ MPUHIUI: «B OCHOBE MPO(YHUIAKTUKN Pa3BUTHUSI XPOHUYECKOU
apTponaTMM - AJCKBAaTHAasT W  CBOEBPEMEHHAs 3aMECTUTEIbHAs  Tepamnus
KOHIIEHTpaTaMu (pakTOpOB CBEPTHIBaHMS KpoBM» [64, c. 30].

Opranmsanuss mnomom B MuUpe u B Poccumiickoit ®exepauuu.
MexayHapoAHbIM  3TAJIOHOM OpraHM3alMd MOMOIIM CIYy>KaT PEKOMEHAIUN
Bcemupnoii denepammnu remoduuu (BOIN). CornacHo gokymenty A. Srivastava u
coaBT. (3-e M3maHHe), «Kaxaas CTpaHa JOJKHA HMMETh HAIIMOHAJIBHBIM PErucTp
O0O0NBHBIX TeMo(uiMel co CTaHIapTU30BaHHBIM COOPOM JIAHHBIX BCEMHU ILIEHTpaMU
reMoQWINM U UEHTPAIU30BAHHBIM YMPABICHUEM CO CTOPOHBI YIIOJIHOMOYEHHOTO
HallMOHAJIBHOIO  oOpraHa JMOO  y4YyacTBOBAaTb B  MEXHALUMOHAJIBHOM  WIIU
MEXKIyHapoaHOM peructpe» [138]. Peructpel ciykar OCHOBOM palMOHAIBHOIO
pacmpesiesieHuss  PecypcoB, TOCKOJbKY  HMCHOJB3YIOTCS  «Jii  OOOCHOBaHMS
pacnpenesieHuss PpecypcoB, MOJIEPKKH COBEPIICHCTBOBAHUS CIYXO OKa3aHUs

MOMOIIM U COACHUCTBUS COTPYAHUYECTBY Mexay ueHtpamu» [138]. Hammonanbubie
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pexkomenmanun HMMUAIL[ remaronornu nog4EPKUBAIOT ILIEHHOCTh KOMILIEKCHOIO
MOJIX0/1a: «KOMIUIEKCHBIM TOJIXO0JT K JICYCHUIO TAIIMEHTOB ¢ reMOouiIuel yiydiiaer
du3nyeckoe MW TCUXOJOTUYECKOE 3/0pPOBbE, KAueCTBO KHM3HU, CHIXKAET YacTOTy
[kpoBoTeuenuii|» [23]. IlokazaTrenbHa pOCCUNCKAas MOJIEIb JIEKAPCTBEHHOTO
oOecrieueHus B pamkax mnporpammbl «Bwicokoszarpatneie Hozomorum» (B3H). Ilo
ouenke A.I'. PymsnieBa, Onaronaps npouiiakTUKe «IETH Yalle BCEro MOIyyaroT
IpO(PHIAKTUYECKYIO TEpamuio: 4ToObl HM30€XaThb KPOBOTEUEHUM, OHU IOIYYaroT
¢dakTopbl OOBIYHO 3 pa3a B HENENI0. OTO MO3BOJIMIO YMEHBIIUTH KOJIUYECTBO
TOCIUTANIM3ALMHI Y IeTel B 28 pa3 U MOYTH NOJHOCTHIO U30aBUTHCA OT T€MAPTPO30B»
[59]. LlenTpanii3oBaHHOE 3aKyIMOYHOE OOECIEeUeHHE MpU YUcIeHHOCTH 0Kkojo 9000
6onpHBIX B PD [67] mpeBpatiiio nmpodUIaKTUKy B peajbHBIM CTaHAAPT JICYCHUS -
MOJENb, HENOCTW)KMMAasi NPU OTCYTCTBUM  BBIACJIEHHOIO T'OCYJIapCTBEHHOTO
¢bunancupoBanusi. HopMaTHBHYIO OCHOBY OTEYECTBEHHOM MOJEIU COCTABIISIIOT
HAIIMOHAJILHBIA CTaHAapT BeaeHus: 6onbHBIX remModumueii (TOCT P 52600.3-2008)
[19], mpotokobl BeaeHus 00JbHBIX «['eModunusy, yreepxaéaasie M3uCP PO [53;
52], a taxxke knumHudeckue pekomengannu HOJII'O mo guarHocThke M JE€YEHUIO
Koarysomnatuii [37], o0ecreunBaroiiye eIMHbIC MOAX0/IbI K TUarHOCTUKE U TePAIHu.
Opranmzauusa nomomn B PecnyOumke Tamxukucran u LlentpanbHou
A3um. Curyamus ¢ oOka3zaHueM MoMommu OoJpHBIM Temoduiaueir B PecmyOnuke
Ta/KUKUCTAaH CYHIECTBEHHO OTJIMYAETCS OT OMMCAHHBIX JTAJOHHBIX MOJENEH u
XapaKTepHU3yeTcsl psioM CUCTEeMHBIX mpobiem. [lo manubim A.H. Myxtop3ona u
coaBT., «B Pecnybnmuke Tamxukucran Ha 2024 Tom Bcero 3apeructpupoBaHo 773
O0onpHBIX ¢ reModuiuel B Bo3pacte oT 1-ro roma no 46 jeT u crapiie, ypOBEHb
pacnpoctpanéHHocTtu cocrasiusgeT 0,754 B pacuére Ha 100 ThIiC. HaceneHus» [42], uTo
IIOYTH HA MOPSANOK HUKE CPeIHEMUPOBBIX OLIeHOK BDI' 1 yKa3bIBaeT Ha BEPOSATHYIO
3HAQYUTEJBHYI0  TUINOAUMArHocTUKy. JlmarHoctuueckas 0aza  cocpeloTOodYeHa
NPEUMYIIECTBEHHO B PecnyOiMKaHCKOM Hay4yHOM IIEHTpE KpoBM MUHHCTEpCTBA
31paBOOXPaHEHUs] U COLMAIBHOM 3amuThl HaceneHus: PT, Torma kak MOJEKyJspHO-
TEHETUYECKOE MOJTBEPXKICHUE M OIpelesiecHue MHTHOUTOpOB MeTojoMm bere3na-

Humerena B crpaHe mpakTH4YecKHW HeAoCTymHBI. KirodeBoit mpobiemoit octaércs
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neduuT pakTopHOM Tepanmuu: Mpo(HUIAKTHYSCKOE JICUCHHE KaK CTaHIApPT ITOMOIIH
dakTHUUeCKM HE peann30BaHO, a o0ecleueHWe HOCUT MPEUMYIIECTBEHHO
AMU30JUYECKUN XapakTep («Io TPeOOBAHUIO»), UYTO TMPEIONPELISICT BBICOKYIO
4acTOTY T€MapTPO30B U PAHHIOK MHBAJIWIU3AIUIO - B TOM YUCIIE YCYTyOJIseMyto, 1Mo
HaOmoieHusM B PT, «okapKuM 1 CyXUM KIIMMAaTOM» M BBICOKOH J10J1eH TSHKENBIX (opM
[42]. HauumonanbHas TOCyJapCTBEHHas TMporpamma oOecreueHus OOJIbHBIX
remouiIKei, anaioruuHas poccuiickoi nmporpamme B3H, B pecniybnuke oTCyTCTBYET,
a 3HAYUTEJIBHYIO POJIb B 3aIIMUTE MPAB MAMEHTOB U KOOPJIUHAIUH ITOMOIIY B3sJIa Ha
cebst cozmanHas B 2017 r. obmectBeHHas opranmzanus «l'emodunms». BaxabiM
IarOM CTQJIO BOBJICUCHUE CTPAHBI B MEXIAYHAPOAHBIEC MPOrPaMMbl MOJAECPKKH: KaK
coobmaer BOI, «B 2022 romy B cTpaHe Obuta 3amymieHa uHunuatuBa BOI
Cornerstone i1 yCTpaHEHHs pa3pblBa B JHArHOCTHUKE U JICYCHUH MYTEM
IPEIOCTABICHUS TTOAJEPHKKHU, SKCIEPTU3bI U OOYUYESHHS», TIPU 3TOM ObUIO MPU3HAHO,
YTO «HEXBAaTKa aJ€KBAaTHOM MEIMWLIMHCKOM MOMOIIM W JIOCTyNa K mpernaparam i
JICYEHHU S, MaJIasi TPOJAOJKUTENBHOCTD )KU3HU, TOPAXKEHUE CYCTABOB CPEIA MOJIOJIEKHU
U Jpyrue mpoOsieMbl TPECieAYIOT JIMI[ C HapyLICHUsIMU CBEPTHIBAHUS KPOBU B
Tamxukucrane», a MUHUCTEPCTBO 3/IPABOOXPAHEHUS MPUHSIO 00s3aTeIbCTBO
«co37aTh JIabOpaTOpUIO, CIECIUATU3UPYIONIYIOCS Ha HAPYUIEHUSX CBEPTHIBAHUS
KpoBH, B HanmonanpHOM MemuimHckoM 1ieHTpe ,JlIndodaxm™ B Jymanbe» [116].
OnbIT cocennux crpad LleHTpanbHONW A3HMM TMOKa3bIBAE€T, YTO MEPBBIM IIArOM K
CHUCTEMHOM TIOMOIIM CTAaHOBUTCS HOPMAaTUBHO-METOAM4YecKas 0aza: B KbIpreIzckoii
Pecnybnuke mom pykoBojacTBOM — akaiaemuka A.P.  PaumpkanHoBa mpuHSATO
HAIlMOHAJIBHOE KIMHUYECKOE PYKOBOJICTBO, OIpEAestonee TreMoQUuinio Kak
«HACJIEICTBEHHOE  3a00JIeBaHME CUCTEMbl TeMOCTa3a, XapakTepu3ylolleecs
CHIDKCHHMEM WIIM HapylleHueM cuHTe3a (pakTtopoB cBEpThiBaHUs KpoBu VIII nmu [X»
[22, c. 8]; aHamOruuHbIA KIMHUYECKUN TPOTOKOJ IecTBYeT B PecniyOnuke Kazaxcran
[43]. B PecnyOnuke TamxukucTtaH MOJ00OHOTO HAIMOHAIBHOTO KIMHUYECKOTO
JOKYMEHTa, PErucTpa MalMeHTOB U CIEIHAJIU3UPOBAHHBIX IIEHTPOB TeMO(UIUH,
noctpoeHHbIX o moAenu BO3/BOI, noka He co3nano. Takum 06pazom, odecrieueHre

oonpHbIX Temodwmmmeir B PT TpebyeT KOMIIJIEKCHOTO peIIeHUs: pa3padOTKH H
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YTBEPXKICHUSI HAIMOHAIBHBIX KIMHUYECKUX PEKOMEHJAIMNA, CO3JaHus €IUHOTO
pEerucTpa TAIMEHTOB, HAJAXXUBAaHUA COBPEMEHHOW JabOpaTOpPHON JTUArHOCTHKH,
YCTOMYMBOIO TOCYIapCTBEHHOTO (PUHAHCUPOBAHUS 3aMECTUTEIBHONW Teparuu MU
dbopMUpOBaHUs CHENUAIM3UPOBAHHBIX IEHTPOB remoduinu. OOOCHOBAHHUE ITHX
IPUOPUTETOB Ha OCHOBE JOCTOBEPHBIX KIMHUKO-IMUAEMHUOJOTUYECKUX JaHHBIX O
0osbHBIX TeModuineit B Pecriyonuke TaKUKUCTaH M COCTABIISIET 11€J1b HACTOSIIETO

AUCCCPTALIMOHHOI'O UCCIICAOBAHN.
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I'TABA 2. MATEPUAJI U METO/JbI UCCJIEJJOBAHUSA

2.1. O0mas XapakTepucTHKA KJIMHUYECKOT0 MAaTepHajia uccjae10BaHus

HuccepranuonHas pabota nmpoBeaeHa Ha kKadenpe BHyTpeHHUX Oosie3Heit Ne3
I'oy TI'MYVY um. Ab0yanu nu6bnu CuHo, Ha 0a3ze reMaTro’aoruyeckoro otaenenus 'Y
HMI] PT, xoncynbratuBHoi nonuknuHuku ['Y HMI] PT «Illudobaxm» u OKb nm.
Kyrounnunosa Coramiickoi oomactu 3a nmepuoj ¢ 2014 mo 2024 rr.

PeTpo u mpocneKTHBHO MpoaHAIU3UPOBAHBI UCTOPUH OOJIE3HU ¥ aMOYJIaTOPHbBIE
kapThl 773 nmauueHTos ¢ ['O.

bemm  umcnonp3oBaHbl  OoTu€THBIE  JOKyMeHTl  M3uC3  PT o
pacnpocTpaHEHHOCTH, 3a00JI€BAEMOCTH M CMEPTHOCTH OT T€MO(IIHH.

Bcero Obuio peructpupoBaHo 773 manueHTa ¢ reMopuiIueld Mo pa3iudHbIM
pernonam Pecniy0mmku Tamxukucrtan (PT) B Bozpacte ot 1 roga o 46 set u crapiue.
Cpenu HUX MY>KYUHBI COCTaBUIM 758, ®eHIuHbI — 15 (pucyHok 2.1).

N3 15 xenmmmH y 11 oxkazamuce remodpunuss A w y 4 TaAlMEHTOK
3apeructpupoBana remopuiusg B. 13 11 mamuenToB ¢ reModuimeit A — 4 oka3aauch
u3 Corauiickoit obmactu B Bo3pacte oT 12 no 36 net, 5 nanueHTok u3 XaTIOHCKOU
obsactu B Bo3pacte oT 35 1o 50 ner u 2 u3 ropojaa [yman6e B Bo3pacte ot 35 1o 37
JeT, Toraa kKak ¢ remodwimed B okazamuch — 4 manueHTKH U3 paioOHOB
Pecny6nukanckoro mogunHeHus B Bo3pacte ot 39 u 69 ner.

Takum oOpa3oM, y OKEHIIMH Ciydyad TeMO(UWIUA TPEUMYIIECTBEHHO
JMarHOCTUPOBAIUCH B BO3pacTe ctapiie 18 jier, Toraa Kak y MyX4uH 3a00JieBaHUe
pacnpeneneHo Oojiee pPaBHOMEPHO MO JETCKUM M IMOJPOCTKOBBIM BO3PACTHBIM
rpymnmnam.

Kpurepuu Briiouenus:

1. ITamueHTHI ¢ HOATBEPKAEHHBIM HarHo3oM remoduins (A wiu B).

2. Hamuume xnmuHuKO-1a00patopHbiX JaHHbIX (ypoBHH daktopos VIII wm 1X).

3. TlamuenTsl, oOcnenoBaHHbIe W JieunBiIMecs B HannoHaabHOM MEAMIIMHCKOM
nentpe PecnyOnuku Tamkukucran u OOJacTHOM KIMHUYECKOW OOJIBHUIIES
uMmenu Kyrounnunosa Corauiickoit o6nactu B 2014-2024 rr.

4. Bo3spacT nanueHToB ot 1 roja u crapiie.
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N=77/3cI'®

N=758 (98,1%) n=15 (1,9%)

MYK. 7KCH.

Pucynok 2.1. PacnipenesieHue nanmeHToB ¢ reMo(uIneil B 3aBHCHMOCTH OT I10JIOBOI

NMPUHAAJICKHOCTH

Kak BunHo Ha pucynke 2.1, ' B 0OCHOBHOM BcTpedasiach Cpeu MY>KUUH IO
CPaBHEHUIO C KEHITMHAMHU.
C remoduueit «A» coctaBuinu 615 uenosek (79,6%), ¢ remoduueit «By» - 158

yeil. (20,4%) u ¢ remodpunmeit «C» He perucTpupoBaIUCh (PUCYHOK 2.2).

I['d - «A» ['®d - «B”
n=615 (79,6%) n=158 (20,4%)

Pucynok 2.2. Pacnpeaesnenue nanueHToB ¢ remopu/ineil B 3aBUCUMOCTH OT UX GopMbI

Kputepun uckiawvenns:
1. Jlpyrue reMopparudeckue 3a00eBaHus, HE CBA3aHHBIC C TEMO(IIIHECH.
2. OtcyTcTBHE TOATBEPKIAEHHBIX 1a00PATOPHBIX JaHHBIX.
3. Henmomnas MemuiuHcKast TOKYMEHTAITHS.
Pacnipenenenne 60abHBIX ¢ TeMOMUINEH 10 BO3PACTHO-TIOJIOBOMY aCHEKTy IO
knaccudukanuu BO3 (WHO) npencraBnenst B Tabmure 2.1.
Taouamnuna 2.1. PacnipenesieHne nanueHToB ¢ reMopuiineil mo Bo3pacTHO-MOJI0BbIM

acnekram no kiaaccupukanuu BO3 (WHO)
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My:x4nHbBI, KeHIIUHBI,
Bo3spacr (71eT) a0c. 758 ao0c.15 Bcero, aoc.
abe. | % abe. | % 773(100%)
PacnpeiesieHne 1eTCKOro KOHTHHIEHTA 110 BO3PACTY:
Jletu pannero Bo3pacta (1-3 net) 55 7,3 0 0 55 7,1
JleTr omkoapHOTO Bo3pacTta (3—6 JieT) 63 8,3 0 0 63 8,2
Hetu mkonbpHOro Bospacra (6-10 ser) 87 11,5 1 6,7 88 11,4
Cpennuii mkonbHbIN (11-14 1eT) 36 4.7 0 0 36 4.7
[Toapoctku (1517 ner) 70 9,2 0 0 70 9,0
Bcero: 311 41,0 1 6,7 312 | 40,3
PaCHpCI[eJ'IeHI/IC B3pOCJIOr0O KOHTUHICHTA 6OJILHBIX:
Moutonoii Bo3pact (18—44 ner) 289 38,1 10 66,7 299 38,6
Cpennuii Bo3pacrt (45-59 ner) 73 9,6 0 0 73 9,4
[Moxxunoii Bozpact (60-74 rona) 85 11,2 4 26,7 89 11,5
Bcero: 447 59,0 14 93,3 | 461 | 59,6
Hroro: 758 100,0 15 100,0 | 773 | 100.0
P <0,001

IIpuMeuanme: A OLEHKH pa3iInyuil B paclpe/leleHUH MaleHTOB MO BO3PAcCTHBIM TPYMIIAM MEXIY
MY>KYMHAMH U KeHIMHAMH NIpUMEHEH Kputepui x> [lupcona. YpoBeHb cTaTUCTHYECKOI 3HAUNMOCTH IPUHSAT
paBHBIM p < 0,05. Paznuuuns cunTanuch cTaTUCTHUECKH 3HaYUMbIMHU ipu p < 0,001.

Kak noka3zano B tabmuie 2.1, BO3pacTHO-M0OJOBAsl CTPYKTypa MallMe€HTOB
JEMOHCTPUPYET 3HAUMMbIe pasznuuus Mexy rpynnamu (P <0,001).

Kak Buano wu3 Tabmunber 2.1, B wHccieqyeMoil BBIOOPKE OTCYTCTBOBAIU
HOBOpOXkEHHBIE (0—28 mHEl), B TOM 4Yucle paHHEro HeoHaTaibHOro mepuozda (0—7
JHEM), a Takke Jetu rpyaHoro Bospacrta (1 mecsu — 1 roa) (0%), 4ro, BEpOsITHO,
CBSI3aHO C MO3/IHEH TUArHOCTUKOW 3a00JIeBaHUS WJIM HAPABJICHUEM TaKUX MaIlMEHTOB
B CIEUUaIN3UpPOBAaHHBIE HEOHATalbHbIE HEHTPbl. Kpome TOro, cpemu B3pOCIOro
KOHTHHT€HTA MallMeHThI CTapuecKoro Bo3pacta (75—89 neT) u 1oAroKurenu (crapiie
90 1eT) HE BBISBIICHBI.

B nccnenyemoii koropre npeodnamanu My KunHbI — 758 (98,1%), Torma xak
KEHIUHBI cOCTaBUIM Julllb 15 (1,9%), 4T0 cOOTBETCTBYET X-CLIETJIIECHHOMY THUITY
HaCJIeIOBaHUS TeMO(UITUU.

Ob6miee uucimo aete M MoApPOCcTKOB coctaBwio 312 mamumentoB (40,4% ot
oOmrero uncina). Cpeau HUX MPaKTHYECKH BCE MAlMEeHTHI ObUIA MY>KCKOTO mmoia — 311
(41,0% Bcex MyX4MH), TOTJIa KaK JOJIA JIE€BOUYEK Obljla MUHMMaJIbHOW — 1 ciydaii

(6,7% cpenu »KEHITUH).
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HauGomnbias 1o B AETCKOM T'pyMIle MPUXOANUIACh HA JIETEH IIKOJIBLHOTO
Bo3pacta (6-10 jetr) — 88 mammentoB (11,4%), cpemu koTopbhix 87 (98,9%)
cocTtaBysuii Manbuuku U 1 (1,1%) — neBouka. [laHHOe pacnpeeneHue, BEpOsSITHO,
00yCIIOBJICHO TOBBIIIIEHUEM (DU3UUYECKON aKTUBHOCTH B 3TOM BO3pacTe M, Kak
ciencTBue, Oojiee 4YacThIM IMPOSIBICHHUEM TeMOPPArM4YecKOro CHHIApOMa B
YCIIOBUSIX IIKOJIbHOW HAT'PYy3KU.

Jletu pannero Bo3pacta (1-3 net) coctaBuiu 55 ciyuaes (7,1%), Bce marueHThbI
ObLTH MYy>XCKOro moJia. /et momkonbsHOTO Bo3pacTa (3—6 net) ObU MpeICTaBICHBI
63 narmuentamu (8,2%), Takke UCKIIOYUTEIHLHO MalbunMkamu. Hanbomnblyro moiro
Cpenu JeTCKOro KOHTUHTEHTa COCTABUIIN JIETHU IKOJIBLHOTO Bo3pacTta (6—10 nmet) — 88
narueHToB (11,4%), cpeau KOTOPBIX 3apEeTUCTPUPOBAHA OJTHA JIEBOYKA C TEMO(PUITHEH.
Cpennuit mikonbHbINA Bo3pact (11-14 ner) 6vu1 npeacrasien 36 nauuentamu (4,7%),
Bce — Myxckoro noisa. [loapoctku (15-17 net) cocraBunu 70 mamueHToB (9,0%),
TaK)Ke HCKITFOYMTEIIBHO MY>KCKOTO TI0JIa.

Cpenu B3pocioro KoHTHHTeHTa (n=461; 59,6% ot oOmero uucia
o0cne0BaHHBIX) Mpeodagand MmarueHThl Motoaoro Bo3pacta (18—44 ner) — 299
(38,7%). IIpu 3TOM B JaHHOU TpymIe OTMEUYAIOCh HauOOJIbIEe MPEACTaABUTEIHCTBO
weHH — 10 (66,7% ot Bcex »xeHwuH). [lammenTtsl noxuiioro Bo3pacta (60—74
roga) coctaBuiau 89 (11,5%), uz Hux xeHmuHbl — 4 (26,7%). Jluua cpeanero
Bo3pacta (45-59 ner) Bcrpewanuch pexxe — 73 (9,4%) u ObuIM TPEICTABICHBI
UCKITIOUMTEIFHO MYKUYMHAMHU.

B nenom cpenu B3pOoCbIX MAIMEHTOB 3HAYUTENBHO MpeolIaaaii My »KUUHbI —
447 (59,0%) npotuB 14 (93,3% B CTPYKType >KEHILMH), IPU 3TOM CTaTHCTHUYECKH
3HAYMMBIE pa3In4Ms B BO3pacTHO-10JI0BOM pactipeneieHuu (p <0,001) yka3biBaroT Ha
HEPaBHOMEPHOE TIPEICTABUTEIILCTBO BO3PACTHBIX TPy, OCOOCHHO 3a CUET
KOHIICHTPAIUH KCHIIWH B MOJIOJIOM M TIOKUJIOM BO3pacTe.

[Ipy cpaBHEHMM pacnpeneNieHrs TMAIMEHTOB IO BO3PACTHBIM TPYIIAM MEXITY
MYKUYMHAMH ¥ YKEHIIIMHAMY BBISIBIICHBI CTATUCTUYECKH 3HAUMMBbIe pa3muus (y* [Iupcona, p
<0,001). My>K4iHBI JOCTOBEPHO Yallle BBISIBISUTUCH B JIETCKOM M MOAPOCTKOBOM BO3pAacTe,
TOTJIa KaK y JKSHIMH MpeoOiafaid B3pOCible M TOXKWUIIbIE BO3PACTHBIC TPYMIBL ITO
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YKa3bIBaCT Ha MNPUHOUIIMAIBHO Pa3JIMIHBIC SIMACMUOJIOTMICCKUC W KIIMHUYCCKHUC
XapPaKTCPUCTUKH 3a00J1€BaHMs B 3aBUCMMOCTH OT I10J1a.

TakuMm 00pa3oM, BO3pacTHO-TIONIOBAsI CTPYKTypa MAIMEHTOB C remModuiuei
XapaKTepU3yeTcsl aOCONIOTHBIM  MpeoOIalaHueM MYXYHH W 3HAYUTEIbHOU
MIPEACTABICHHOCTHIO JIETCKOTO0 KOHTUHTeHTa. CTaTUCTUYECKU 3HAYMMbBIC Pa3IudMs B
pacTlpeneieHnd  BO3PACTHBIX TPyHN  MEXAYy MYyXUYHHAMH H  SKCHIIMHAMH
MOJITBEPXKIAl0T X-CIEIUICHHBIN XapakTep 3a00JieBaHUS U OTPaKAlOT O0COOCHHOCTH
BBISIBJICHHS 1 HAOJTFOICHUS TAIICHTOB B PA3JIMYHBIX BO3PACTHBIX MIEPUOIAX

W3 773 mamueHTOB ¢ remModuiuell B3pOCHbIi KOHTHHIEHT OOCIIEOBAHHBIX
O0oJbHBIX cocTaBus 461 uyenoBek, 4yTo cooTBeTCTBYeT 59,6% oT obmiero uyucia
NaIMeHTOB. AHAIU3 paclpeesieHus 0 CTETICHH TSKECTH 3a00JIeBaHUS TTOKA3all, YTO
B JaHHOW Tpymme npeodiagana cpeaHeTshkénas dpopma remMorimm, KoTopas Oblia
nuarHoctupoBaHa y 63,1% manuentoB. Tspkénas dopma 3aboneBaHus BCTpedaiach
MIOYTH B JIBa pasa pexe u cocrabmiia 29,0%, Toraa kak aérkas popma reMopuinu Obiia
BbISIBJICHA JTUIID y 8,0% IMaliueHToB, 4TO JAeiaeT € HauMeHee MPEeJACTaBICHHON CpeIn
Bcex ¢opM (pucyHOK 2.3).

[Tpu ananuze ¢popm 3a00J€BaHUS YCTAHOBIIEHO, YTO BO BCEX CTEMEHSX TAKECTH
npeobnagana reMopuaus A, Torna kak remoduius B Bcrpeyanach 3HaUUTENBHO PEKe,
9TO  COOTBETCTBYET  OOIICTPUHSATHIM  SMUACMHOJIOTHYECKMM  JaHHBIM O
nomuHupoBanun Aepunurta dakropa VIII nan nedummurom dakropa IX. Ilpu stom
cooTHomeHre (opM TeMODUIUU COXPAHSIOCh HE3aBUCUMO OT CTEICHH TSHKECTH

3200/1€BaHU.

n=461(59,6%)
¢ I'® (B3pocaas)

n= 133 (29,0%)

n=37 (8,0%0) n= 291 (63,1%) TSKET0€

JErKoe TeUeHue

CpeaHeTsIKEI0e

I'd «A» T'd «B» T'd «Ay I'd «B»
n=8 n=29 ( 78,3%) n=243(83,2%) n=48 (16,4%)
(21.6%)

I'd «A» T'd «B»
n=115 (86,4%) n=18 (13,5%)



Pucynok 2.3. Pacnpenesienue B3poc/ibIX MAIMEHTOB ¢ reMoOQu/Inel M0 TAKEeCTH TeYeHUs!

3a0oJsieBanus u eé popmam

Kak BumHO Ha pucyHke 2.3, NOJNy4YEHHBIE pE3yJIbTAThl CYIIECTBEHHO
OTJIMYAIOTCA OT JaHHBIX psJa OTEYECTBEHHBIX W 3apyOeHBIX HCCIEIOBaHUM, B
KOTOPBIX BeAylllas posib NPUHAJICKUT JIETKOU popme reMorini.

BrisBiieHHOE B HACTOSIIEM MCCIICIOBAHUH TTPeoOIaaHNe CPETHETIKENBIX U
TSOKEIBIX  (OpM  3a00JIEBaHUS CPEIH B3POCIBIX MAIMEHTOB, MPOXKHUBAIOIIUX B
Pecnybnuke TamkKukucTaH, BEpPOSATHO, OOYCIOBJICHO IIO3JHEH JIUArHOCTHKOM,
OrPaHUYEHHOUN JOCTYITHOCTHIO CHEUAATU3UPOBAHHON T€MATOJIOTHYECKON TTOMOIIH, a
TaKkK€ HEJIOCTAaTOYHBIM OXBAaTOM THAIMEHTOB ¢ JIETKUMU (opMaMu TeMOpUIuH,
KOTOpbI€, BBUIY PEIKOCTH KIMHUYECKUX TMPOSBJICHUHN, pExe oOpaliaroTcs 3a
MEIMIIMHCKOM TOMOIIBIO M OCTAlOTCA BHE IMOJA 3PEHHUS CIELHUATU3UPOBAHHBIX
PETUCTPOB.

Takum o00pa3oMm, MpEACTABIEHHOE PpaCHpEIeICHUE OTPAXKAET pPealbHbIE
0COOEHHOCTH BBISBIIIEMOCTH U MEAULIMHCKOIO HAOIIOEHUS B3POCIBIX MALUEHTOB C
remopunuet B  ycioBusx PecnyOnumkum  TamkukuctaH M NOAYEPKUBAET
HEOOXOJMMOCTh  COBEpIICHCTBOBAHUS  CHUCTEMbl  paHHEH  JIUArHOCTHKH U
IUCIIAHCEPHOro HaOJIOJEHUs, OCOOCHHO Yy TAIMEeHTOB ¢ JIErKUMU (opmamu
3a00J1eBaHUS.

B uccnenoBanue Obutn BKIIOYEHBI 312 neteil ¢ remoduineil, U3 KOTOPBIX
J€rkass CTeNeHb TsDKeCTH 3a0ojieBaHMs BbIABICHA y 52 mnamueHToB (16,7%),
cpeaHeTspkénas creneHb —y 147 naruentos (47,1%), a Tsbkénas CTENIEHb TEUCHUS — Y
113 namuenToB (36,2%); npu 3ToM cpeau OOJIBHBIX ¢ JErKoi (opmoii 3ab6oneBaHus
remopunust A auarHoctupoBana y 35 nereit (67,3%), remopumus B — y 17 nereit
(32,7%), B TpymIme co CpemHETSHKENbIM TeYeHHeM TreModwius A BbisBiieHa y 98
narueHToB (66,7%), remodpmwms B — y 49 mammenTtoB (33,3%), Torma kak cpeau
MAIMEHTOB C TSOKENBIM TEUECHUEM 3a00JIEBaHUS 3apETUCTPUPOBAHBI UCKIIOYUTEIHHO
ciyyau remoumu A (113; 100%), mpu orcyTcTBUHM TsRENBIX Gopm remodunuu B
(pucyHok 2.4).

Kak moka3zaHo Ha PHUCYHKC 24, B JCTCKOM KOHTHHI'CHTC IIAlIUCHTOB C
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remopmmmeit (n = 312) B cTpykType 3aboseBaHus Mpeodiagaid IMaIHUeHTHl CO
cpenHeTsnkENnbIM (47,1%) u TsokénsiM (36,2%) TedeHunem, Toraa Kak JErkue Gopmbl
BCTpEYANIMCh 3HAYUTENBHO pexe (16,7%). Bo Bcex rpymnmax, He3aBUCUMO OT CTETICHU
TSOKECTH, JOMUHUpOBaa Temoduius A; mnpu 3TOM 0OpU THKEIOM TEUECHUU
3a00seBaHusl OHAa perucTpupoBaiach uckiaouuTesbHO B 100% ciywyaeB. OTcyTcTBHE
TKENBIX (PopM reModpuanu B MoxkeT cBUIETENHLCTBOBATH 00 OCOOEHHOCTSIX KIMHUKO-
T€HETUYECKOr0 TEYEHUs JaHHOTO BapHaHTa 3a00JieBaHUs MO0 OTpaxaTh Cenu(UKyY

(bopMHUPOBAHUS UCCIIEAYEMOT0 KOHTHHTEHTA MAIUEHTOB.

Bcero ¢ nerckon
I'® n=312(40,3%)

!

JIérkas Cpennerskéno Lrenoe

CTEIEHD TEUEeHUE
€ TCUCHUC =1 13

TSKECTU n=147(47,1%) n=

n=52(16,6%) (36,2%)

/ \ / < N

Iro-A I'd-B r'd-A e -B rd-A
n=17 n=35 n=98 n=49 (33,3%) n=113
(32,6%) (67,3%) (66,6%) (100,0%)

Pucynok. 2.4. PacnipenejieHre NanMeHTOB C 1eTCKOH reMo(H/INeH 110 CTeNeH! THKeCTH

TeueHus 3a00/1eBaHus U ero popmam
Yacrora BcTpewaemoctu remoduiinu A u B cpenu cenbckoro u ropojackoro

HaceJIeHUSs Mpe/ICTaBlIeHa Ha PUCYHKE 2.5.
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Pucynok 2.5. Yacrora BcTpeyaeMocTu remopuanu A u B cpeau ceJibCKOro u ropoJcKoro

Ha nmpeacraBieHHoM pucyHke 2.5 T1OKa3aHa 4YacToTa BCTPEUYaEMOCTH
remopmnn A u B cpenu cenbckoro u ropojackoro HaceneHus. Cpeau OONbHBIX
remodunueit tuna "A" — 77,0% cocraBnsaroT xutenu cena, 23,0% — xxurenu ropoja.
DTO yKa3plBaeT Ha 3HAYUTEIBHOE MpeoOagaHUe CEIIbCKOTO HACEICHHUS Cpeau
narueHToB ¢ remodmmmei Tuna "A". Cpenu 6onpHBIX reModuaueit Tuma "B" 63,0%
COCTaBIISIIOT cenbckue xutenn, 37,0% — ropockue.

Takum oOpazoM, kak npu remopunuu tuna "A", Tak u tuna "B", Haubonpmas
JI0JISI TIAITUEHTOB MPOKUBAET B CEIBCKOM MECTHOCTH (OCOOCHHO BBIPAKECHO TIPHU THIIE
"A" — 77%. D10 MOXET OoTpaxkarb JHOO0 Oojiee BBICOKYIO PaCIPOCTPAHEHHOCTH
3a00M€BaHUs B  CENBCKUX  peruoHax  (BO3MOXKHO, H3-3a  T'€HETUYECKOU
PEAPACIIONIOKEHHOCTH U OJM3KOPOJCTBEHHBIX OpakoB), JUOO OrpaHUYCHHYIO
JOCTYITHOCTh MEIUIIMHCKOM MMOMOIIU, BCIAEACTBUE YEro MAlMEHThl U3 TOPOJIa JIydIle
JTUArHOCTUPYIOTCS U JIEYaTCs, CHUXKAsl BhIpAXEHHOCTh MaHU(DecTHbIX (hopM. Kurtenu
cena OoseroT B 1,7 pasa yaie, 4yem ropoja.

VY 37 GonbHbIX ObLIa 0OHapyxkeHa nmpuoOpeTéHHas gopma reMopuiIny, U3 HUX
34 ciyyast ObLIM CpeId MY>KUMH U 3 — CPeIN JKEHIIMH.

Kputepuu Br/IIOYeHHs: HATHYHE BEPUPUITIPOBAHHOTO AUATHO3a TeMOPUITII
C TeMapTpPO30M B aHaMHE3€, OTCYTCTBHE JAPYTUX HO3OJIOTHYECKUX 3a00JeBaHUN
CyCTaBOB, COIJIACHE TMAIlMEeHTOB, OTCYTCTBHE [JAaHHBIX O MPOTHBOMOKA3AHUAX K

IPOBEICHUIO MAarHUTHO-PE30HAHCHOUM ToMOTpaduu.
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Kpurepuu McKIHOUYEHHS: accoruanys TreMO(DHIMYEeCKON apTponaTud C
JIPYTUMH HO30JIOTHSIMH CYCTaBOB, OTKa3 OOJIBHBIX OT yYacTHsS B HCCJICIOBAHUU,
HEIONYyCTUMOCTH TipoBeaeHus MPT.

BCpI/I(bI/IKaIII/ISI AUario3a CraBuJiaCb Ha OCHOBAHUH KJ]aCCI/I(I)I/IKaIII/II/I HpHHSITOﬁ

MKB-10.
2.2. MeToabl HCCJIEA0OBAHUSA

[Ipu remodunuu a8 NUArHOCTUKA M MOHUTOPUHIA COCTOSHUS TMallMeHTa
IIPOBOJUIIM CIIETYIOIINE UCCIIETOBAHUS.

OO0meKkJIMHNYeCKHe AHAJIM3bI:

OOmuit aHamM3 KpoBH, OOIIHMKM aHAIM3 MOYH, KOIIpOTpaMma.

buoxumuyeckuid aHanu3 KpoBU: OOIIMK OeloK, anbOyMUH, MOYEBHHA U
kpeatunuH, ACT, AJIT, OunupyOuH, xene3o, GeppUTHH, ypOBEHb BUTaMuHa /1.

Hns  onpenenenuss Aepuuuta (HaKTOpOB  CBEPTHIBAHUS  HCHOJIB3YIOTCS
cnenuduyeckne KOaryJoJIOTMYeCKHe MeTOAbI: AKTUBUPOBAHHOE YaCTUYHOE
TpomOomiactuHoBoe  Bpemst  (AUTB)  sBiserca  KIIIOYEBBIM  [OKa3aTeleM
KOaryJorpaMMbl, KOTOpBIM yka3piBaeT Ha gedummt ¢akropoB VIII wmm X,
Omnpenenenne AUTB nmpoBoauiock ¢ momorbio Habopa peareHToB «AUTB-Dmn-Tect»
(Poccust). DTOT TecT Mo3BOJSAET OLEHUTh BHYTPEHHUI MYTh CBEPTHIBAHUS KPOBU U
IPUMEHSETCA I JUArHOCTUKHM KOAryJIONaTUi, KOHTPOJS TEpaluM IenapyuHoOM, a
TaKKe ISl BBISIBJICHUS IPYTUX HAPYUIEHUN TeMOCTa3a.

Metoauka onpenejenus AUTB: 3a60p kpoBH — BEHO3HYIO0 KPOBb COOUpan
B MPOOUPKY C IUTPATOM HATpusl (AHTUKOATYJISIHTOM), KOTOPBIM CBSI3bIBAET MOHBI
KaJlbLIMs M TIPelIOTBpallaeT cBEpThiBaHuE. Jlanee npoBOAMIOCH LEHTPpU(yrupoBaHue
a3Mbl JJi OTHEJEHUS OT (POPMEHHBIX AJIEMEHTOB KpPOBHU. 3aTeM J00aBIsIIH
peareHThl: KAaOJMH WM 3JUIarOBYIO KHCIOTY, KOTOpble akTHUBUPYIOT (akTop XII
(Xaremana), 3amyckas BHYTPEHHHI MyTh KOAryJisuuu, (HOCPOTUMUABI — 3aMEHSIOT
pPOJIb TPOMOOLIMTOB B MpOIEcCe CBEPTHIBAHMS, MOHBI KaJbIUs — HEOOXOIUMBI IS
aKTUBALMU CBEPTHIBAIOIIUX (PAKTOPOB (MOCHE YJANEeHUs UTpaTa HATPusl), U3MEPSIIH

BpeMsi CBEPTHIBAHUS, T/Ie (PUKCHUPYyETCS BpeMs OT MOMEHTa J00aBICHUS KaablUs 10
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oOpazoBanus pubpruHOBOTO cryctka. Hopmanpabie 3Hauennss AUTB: 25-35 cexynnm —
HOpMa JIsi OOJIBIIIMHCTBA JTA0OPATOpPUiA, YBEIMYEHHE BPEMEHH YKa3bIBa€T HA PHUCK
KpoBoTeueHu. CokpalieHue BPEMEHHU TOBOPUT O THUIEPKOATYJSILUM W PHUCKE
TPOMOO030B.

[Tpu remodumnu daktopsl ceépreiBanus (VIII, IX) onpexensii ¢ moMoIisko
KOaryJoJOTHYeCKUX U UMMYHOXUMHUYECKUX METO/IOB.

KoarynonorunueckuM METOIOM OLIEHUBAIIN AKTUBHOCTh (PAKTOPOB CBEPTHIBAHUS
B MPOLEHTaX OTHOCUTEIBHO HOPMBI. METOJI OJHO3TAIMHOIO IE€(PHUIMTHOrO TecTa —
HamOosiee pacnpocTpaHéHHbI crmoco6. OcHOBaH Ha W3MEPEHUU BPEMCHH
CBEPTBHIBAHUS IUIA3Mbl IMAMEHTA B CMECH C HOPMAIBHOM IUIA3MOM, JIMIIEHHON
ucciemxyemoro akropa. CpaBHUBAETCS ¢ KOHTPOJIbHBIMU 00pa3iamu. Mcronb3oBanu
JUTst otipesiesiennst akTuBHOCTH ¢aktopoB VIII, 1X.

Meton xpomMoreHHoro cyocrpara — 6osee TOUHbIA MeTo. Yalie npuMeHsieTcs
Uil TOYHOM nuarHocTuku remopunnu A u B. OcHoBaH Ha crnenudpuyecKkom
pacuUIeNIEeHUH CUHTETUYECKOro cyOcTpaTa akTuBHpoBaHHbIM ¢aktopoM (VIla mmm
[Xa). Pe3ynbrar ukcupyercs no "3MEHEHHIO OKPACKHU.

NMMYyHOXMMHYECKUM METOJOM OMNpPEAENsM  KOHIIEHTpaluio (hakTopoB
cBéprhiBanusl. UDA omnpenensiiim KOTMYECTBEHHOE COJIEpKaHUE aHTUTeHa (akTopa
VI nimn 1X.

Omnpenensimu mpotpomOuHoBoe Bpemsi (I1B) mo KBuky: ¢ ucnonb3zoBanuem
TpOMOOIIITACTHHA C BBICOKUM HWHAEKCOM UYyBCTBHUTEILHOCTH M3 Habopa peareHTOB
(Poccus). ITporpombunaoBOe Bpems (IIB) — 0ObI4HO ocTaBayIoch B Mpejeaax HOPMEI,
TaK Kak MpOTPOMOMHOBOE BpeMs He ObLI0 3aTpoHyTo. [IpoTpoMOuHOBOE Bpems (I1B)
OOBIYHO ONpeneNsieTcs C MWCIOJIb30BAHUEM OJHOTO M3 CIEAYIOIIUX METO/OB:
Kkjaccuyeckuii Mmetosl KBUKy — OCHOBaH Ha I0OAaBJIEHUHM TKAHEBOTO TPOMOOIIACTHHA
Y MOHOB KaJbIIMs K IJIa3Me MallMeHTa, MOCJIE YeTr0 U3MEPSAETCS BpeMsi CBEPTHIBAHMUSI.
DTOT METOJ] IIUPOKO MPUMEHSIETCS B KIMHUYECKON MPaKTHKE.

TpomOunoBoe Bpemsi 1o Biggs ompenensyii ¢ HUCHOJIb30BAHUEM
JAMarHOCTUYECKOTO Habopa peareHToB « TpoMbo-TecT» (Poccust). TpomOruHOBOE BpeMst

(TB) — onleHuBaJIO TIOCIEAHUE ATAlbl CBEPTHIBAHUS KPOBHU, & UMEHHO MPEBPAIICHUE
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¢ubpuHOTEeHa B (GPUOPHUH MO AEUCTBUEM TPOMOUHA.

[TpyHuun Meroja: K IUla3Me KpOBU NAaIlMeHTa J00aBJsEeTCs CTaHAApTHOE
KOJIMYECTBO TPOMOMHA, U (PUKCUPYETCS BpeMs 00pa3zoBaHus PUOPUHOBOTO cTycTKa. B
npobupky BHocaT 0,2 mn miasmbl, goOasimsior 0,1 M pactBopa TpomOMHA
(cTaHgapTHOM aKTUBHOCTH), 3aCEKAIOT BpeMsi CBEPTHIBaHUS Npu Temneparype 37°C.
Pesynbrar QukcupyroT B cekyHaax. HopmanbHble 3HaYeHUSI: TPOMOMHOBOE BpEMs
coctaBisieT 14-21 cekyHly (MOXKET BapbUPOBATHCA B 3aBUCUMOCTH OT MCIIOJIb3YEMBIX
PEaKTUBOB M JJAOOPATOPHBIX CTaHAAPTOB). /[narHocTryeckoe 3HaUYE€HHE: yIJIMHEHUE
TB nabmiomaercss mnpu runopudbpuHoreHemun u aucudOpunorenemuun, JIBC-
CHUHApPOME, Tepaluu TeNapuHOM WM HHTUOMTOpaMH TPOMOMHA, TPHU TKENBIX
3a00eBaHUsAX MeueHu. YKopodeHne TB BcTpedaeTcs pexke, HO MOKET HaOII0AaThCs
IIPY MOBBIIIEHHOW KOHIIEHTpaluu puOpuHOTeHa.

dubpuHoren omnpenensiiiu merogoMm Kiaycca (koaryioMeTpudecKkuii METon),
OCHOBAaHHBIM Ha W3MEPEHUM BPEMEHU CBEPTHIBAHUS IUIa3Mbl MOCiE J00aBICHUS
OO0JIBIIOr0 KOJMYECTBA TPOMOMHA, YTO MO3BOJISIET ONPEALIUTh YPOBEHb (PUOpUHOTreHa
HE3aBUCUMO OT BIIUSHUS APYTUX (PAKTOPOB CBEPTHIBAHUS C UCIIOJIb30BaHMEM HaboOpa
pearenToB «@ubpunoren-rect» (Poccus);

Konuentpanuto D-numMepa onpeaensiiy J1aTeKc-arrIFoTUHAMOHHBIM METOA0M,
OCHOBaHHBIM Ha arryIfOTUHAIMU JATEKCHBIX YaCTHUI], TOKPBITHIX MOHOKJIOHAJIbHBIMU
antutenamMu K D-mumepy.  VIHTEHCHBHOCTH ~ arryilOTHHAIIMM  OIICHUBAJIH
TypOMIUMETPUYECKH IO HM3MEHEHHIO ONTHYECKON IUIOTHOCTH, KOTOpas MpsMO
IpONOPLUOHANIbHA KOHIIEHTpaluu D-aumepa B ucciiefyeMoil miasme.

MeTonuka u3MepeHusi: ociie 100aBIeHHs peareHTa ¢ JJATeKCHBIMU YaCTUIIaMHU
K UCCJIelyeMOM T1a3Me MPOUCXOUT arrfioTUHALIMS, €CIIU B 00pasie NpucyTcTByer D-
auMep. DTOT MPOLIECC OLICHUBAIH TYPOUIUMETPUUECKH (IT0 U3BMEHEHHUIO ONTUYECKON
IJIOTHOCTH). YeM BblIllIe KOHUEHTpalus D-numepa, TeM HHTEHCUBHEE arriIlOTUHALINS
U, COOTBETCTBEHHO, U3BMEHEHHE ONTUYECKUX XAPAKTEPUCTUK pacTBOpA.

YpoBHH (paKTOPOB CBEPTHIBAHUS
o @axrop VIII (npu remopunmu A)

o  ®aktop IX (mpu remodrnu B)
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o ®aktop XI (mpu remodumn C)
ONPEIEISUIM OJHOCTYIIEHYAThIM KOAryJIALIMOHHBIM TECTOM.

Omnpenensimu nHrUOUTOPHI K Pakrtopam cBéprhiBanus (Bethesda assay) — npu
MO/I03PEHUU HA TPUOOPETEHHYIO reMO(MUITUIO UITU PAa3BUTHUE AHTUTEIL.

['eneTnyeckoe TeCTUPOBAHUE TTPOBOIUIIM JIJIsl BBISIBIICHUS MyTaluii B reHax F8
(remounust A) unu F9 (remodunus B).

UccnenoBanmu mokazarenu CBEPTHIBAIOLICH CHCTEMbI KPOBH C BBISIBICHUEM
ypoBHsi ¢aktopoB VIII u IX. Koarymsumonusii cdakrop — VIII ompenenen
OJTHOCTAUIHBIM METOJIOM, C TPUMEHEHHUEM TIIa3Mbl, KOarysuoHHoro ¢akropa VIII
(«Siemensy, ['epmanus);

- KOaryJsuuoHHBIN (daktop — [X BBIABIEH OJHOCTAAUMHBIM METOJOM, C
UCIOJIb30BAaHUEM IJIa3Mbl, KoaryJsiiiuoHHoro (akropa IX («Siemensy, ['epmanus).

Meton Obul HCHONB30BaH B pedepeHcHbIX Jabopatopusax. Omnpenensiu
aktuBHOCTH PakTopoB VIII u IX nmo ckopocTu peakiuu ¢ cyocTpaTamu.

/{MarHocTuka HHrMOUTOPHOI (popMbI reMoGUINM BKIHOYANIa KIMHUYECKOE
OLICHUBAaHUE U CIELMAIM3UPOBAHHbIE J1abopaTopHble HccienoBaHud. KimHuueckoe
nogo3peHue (HOpMUPOBATIOCH MPU CHIKEHUU IPOEKTUBHOCTH 3aMECTUTEIHHOM
TEepanuy, Y4YallleHWH W YTSDKEJIIEHWH KpPOBOTEUYEHMI, a TakKe IpH OTCYTCTBUU
okugaemMoro nossimeHus ypoBHs (akropos VIII u [X nmocne nndysun.

JUiss MCKJIIOYEHUST W TOATBEPXKIACHUS WHTHOUTOpPHOU (opMbI reModuanu
UCIOJIb30BAIM JIBYXATAIHYI0 KOPPEKIHOHHYIO MTpo0y. [IepBbIM 3Tarnom BBIIOIHSIIN
MUKC-TECT: IUIa3My MalMeHTa CMEIIMBAIM ¢ HOPMAJIBHOM IIJIA3MOH B COOTHOIIECHHUH
1:1 u onpegensiiu AYTB. OtcyrcrBue Hopmanuzamuu AUTB pacueHuBanu Kak
PU3HAK BO3MOKHOT'O HHTUOUTOPA.

BropsiM 3Tanom npoBoAUSIM UHKYOMPOBAHHBIA MUKC-TECT, IPU KOTOPOM CMECH
m1a3M MHKyOupoBanu 1-2 yaca npu 37°C ¢ nocieayomuM NOBTOPHBIM U3MEPEHUEM
AUYTB; ymiuHeHue mokaszaTens IMOCie WHKYyOalud CBUJIETENILCTBOBAJIO B TOJIB3Y
HaJW4us UHTUOUTOpA.

Jlis oATBEpXKAECHUSI UHTUOMTOPHOU (DOPMBI M MPOBEACHUS CHEU(PUISCKUX

JTUAarHOCTHYCCKUX TECTOB TANHUEHThI ¢ TreModuiaueli ObLIM 0oOCIeIOBaHBl B
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reMaroyiorndeckux neHrTpax Poccuiickon @enepaunu. s NOATBEPKICHUSA
UHTHOUTOPHOM (HOpMBI TeMODHUIINY U TPOBEACHUS CIEITU(UUECKUX TUArHOCTHUECKUX
TECTOB BBIMOJIHSUIN KOJIMYECTBEHHOE OTpe/ieieHre MHrnouTopoB MetoioM Bethesda u
moaudummpoBanubiM Nijmegen—Bethesda tecrom, usmepenue akrusHoctu FVIII u
FIX opHOSTanmHbIM KOAryJasiMMOHHBIM W XPOMOI€HHBIM METOJaMH, a TaKxke
onpenenenue cnenuduyeckux IgG-anturen kK  ¢dakropam  CBEPTHIBAHUS C
UCIOJIb30BAaHUEM UMMYHO(PEPMEHTHOTO aHAIN3A.

Onpenensiin  ypoBeHb SJEKTPOJIUTOB KPOBU (HATpUM, Kaiuil, KaJlbLUi,
dochop) Komopo-poTOMETPHIECKUM METOJOM, OCHOBAHHBIM HA U3MEPEHUU
MHTEHCUBHOCTU OKPACKHU pacTBOpPA MOCJIE B3aUMOIEUCTBHS OIPEAEIIIEMOI0 BEECTBA
C XMMHYECKHM peakTuBoM. [IpuHIIMI MeToja 3akiouajics B TOM, YTO CHadaia
MOJATOTOBHIIM MCCIEyEMYIO IJIa3My WJIM CBIBOPOTKY KpPOBU. 3aTeM J100aBJIsUIH
peareHThl: crnenu@UuyYeckue XUMHYECKHE BEIIeCTBa, BCTYMAIONIME B PEAKIUI0 C
MOHAMHU DJIEKTPOJIUTOB, OOpa3ys OKpallleHHble KOMIUIEKCHl. Jlamee wu3Mepsun
abcopOuuu:  ¢doromerp  (UKCUPYET HM3MEHEHHUE  ONTHUYECKOM  IUIOTHOCTH,
IPONOPLMOHATIEHOE KOHIIEHTPALIMH BelllecTBa B 00paslie.

Harpuii (Na*) — onpenesnsijii ¢ UCIOIb30BAHUEM PEAKTHBA, COACPIKAIIETO HOH-
cnenuduueckre KpacUTeN!, UIH METOJIOM HEMPSIMO HOHOMETPUHU.

Kamuii  (K¥) — BBSBISZIM € TMOMOIIBIO  peakididi C  HATPUCBOM
TeTpadeHUI00PaTHOM CONBIO, TPUBOIALLEH K 00pa30BaHUIO MyTHOT'O OCaJKa.

Kanpumit (Ca?*) — ompemensuidi MO OKpaIIMBAaHWIO B IPHUCYTCTBUH OPTO-
Kpe3osdTarernHa KOMIUIEKCA C KaJbI[UEM.

®docdop (P) — garie Bcero npuMeHsIIM METO/ C MOJIMO1aTOM aMMOHHS, TAIOIIUM
cuHe-rory0oe okparBanue (peakius ¢ pocdaramu).

- ¢akrop Buaneopanaa (VWF) omnpeneneH MMMyHOTYpOUAMMETPUUECKUM
cnocoOoM Ha OcCHOBe HaOopa peareHTOB «VWFAgy, mpousBoauTeNs «Siemens»
(I'epmanus). UMMyHOTYpOUIUMETPUUYECKUN CIOCOO OCHOBAH Ha PEAKIIMU AHTUIEH-
aatuteno. [lpu stom cnenumduyeckue antutena kK ¢akropy Bumnebpanga (vWF)
CBsI3BIBaIOTCA ¢ MoJiekysiamu VWF B oOpasiie kpoBu, 00pa3ysi UMMyHHBIC KOMITJIEKCHI,

KOTOPBIE BBI3bIBAIOT MOBBIIIEHUE MYTHOCTH (ONTHYECKOM MJIOTHOCTH) PacTBOPA.
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Metonuka: nobaBieHue peareHToB (Habop «VWFAgQ», Siemens, ['epmanus),
dbopMupoBaHre HMMMYHHBIX KomiuiekcoB Mexnay VWF u  cnenuduyeckumu
AHTUTEJIAMH, U3MEPEHUE ONTHUYECKOM IJIOTHOCTH C IOMOIIBIO aBTOMAaTUYECKOTO
aHajuzaTopa, pacu€Tt koHueHTpauu VWF Ha ocHOBaHHUM KaaTMOPOBOYHON KPUBOIA.

OuenuBaau creneHb 00J€BbIX OLIYNICHHWH 1O BU3YaJIbHOW aHAJIOTrOBOM
mkane (BAI), E. Huskisson, (1974): mauueHTy mnpeiarajioch OIEHUTh CTENEHb
BBIPAKEHHOCTU 00JIM, OPUEHTUPYSICh Ha TOPU3OHTAIIBHYIO JTMHUIO 1iuHOM 10 cM, rae
0 OGammoB COOTBETCTBOBAIM ,,0TCYTCTBUIO Oomm, a 10 GamioB — ,,MakKCHMajbHO
BBIPAKEHHOM, HEBBIHOCUMOM Oonn‘‘. B MHTEpnpeTanuy NoJy4YeHHbIX pe3ysbTaToB: ()
— ,,0TcyTcTBUE O0nu™; 1,5-2,0 6amna — ,,He3HaunTenbpHas 0016 ; ot 3,0 10 4,5 6amtoB
— ,, yMepeHHas 6onp‘; >5,0 GamioB — ,,cuiabHas Ooxp; 7,0-8,5 GamioB — ,,04CHB
cribHasg 60ab; 10 0amioB — ,,HEBEIHOCHMas 00 .

Crenenb mnopaxkeHusi CycTaBOB (uMHIEKcOM Puum) omnpenensim 1o
KOJIMYECTBY CYCTaBHBIX NMopakeHui. MHIekc Puum — 3TO KOJIMYECTBEHHAs OLCHKA
BOCHAJIMTEIBHOTO TTOPAXKEHUsI CyCTaBOB, OCHOBAaHHAs Ha MAJIbIIALIMKA U ONPEICICHUH
OOJIE3HEHHOCTU CyCTaBOB. lcrmosb3yercs il OLIGHKM TSKECTH apTpuTa MpH
reMo(UJIMK U JPYTUX BOCHATUTENBHBIX 3a00JIEBAaHUSIX CYCTaBOB. J{Jis 3TOro KaXkabli
CyCTaB OLIEHMBAJIH MO 1ikaje oT 0 10 3 B 3aBUCUMOCTH OT BBIPaKEHHOCTH OOJIEBOIA
peakuuu npu najgpnanuu (tadbmuua 2.2).

Tadamuma 2.2. baanbHasi oOlEeHKAa BBIPAKEHHOCTH 00J1€BOl peakuuu MpH

najbnanmun

bana Xapaxrep 0014 NpH NAJTBNALUH

0 Bomu et

bons IIpH MMaJbIIaluH

1
2 bonb u rpumaca nanuenTa
3 Bon

b, COMPOBOXKIAIONIASCS TPUMACOi U peDICKTOPHBIM OTAEPTUBAHUEM KOHEYHOCTH

CymmapHnblii 6a;1 uHaexkca Puuu onpenensiercss kak cymMMa 0ajiioB MO BCEM
UCCIIeIyeMbIM cycTaBaMm. UeM BbIIIe UHIEKC, TeM 0oJiee BRIPAXKEHO BOCTIATICHHE.

I[l/laFHOCTl/l‘leCKaﬂ U JieyeOHas IIYHKIHUA CYCTABOB. Yy IIaquE€HTOB C
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reMopuiIneil Mmpu remMapTpo3ax MPOBOJWIIACH AUATHOCTUYECKAs U JieueOHas
IYHKIMS CYCTABOB, BKIIIOYAIOIIAS IBAKYALUIO TEMOPPATUUECKOTO COACPKUMOTO
Y OLICHKY €ro Xapakrepa.

¥Y3U cycraBoB (yiabTpacoHorpadus) mpoBoauiau 57 nauueHTaM ¢ remoduineit
Ha anmapare «Aloka S8D-1100. Amnmapat «Aloka S8D-1100» — BBICOKOYACTOTHBIM
VY3U-ckanep, o0ecreunBaOMNN IETATU3UPOBAHHYIO BU3YAM3AIMI0 MATKUX TKaHEH
U CYCTaBHBIX CTPYKTyp. OIeHKa COCTOSHUS CYCTaBOB y MAITUEHTOB C TeMOQUIHEH,
BKJIFOYAsi BBISBIICHHE Te€MapTPO30B, CHHOBHAIBHBIX W3MEHEHUH, TrUrepTpodun
CHHOBHAIBHOM OOOJIOUYKH W JCTCHEPATHUBHBIX HM3MEHECHHH Xpsma. McciemoBamu
KOJICHHBIE, JIOKTEBbIE, TOJICHOCTOIHBIE, TA300€IPEHHBIE U IJICYEBBIE CYCTABHI.

OcHoBHBIMU Y 3-TIpU3HAKaMH TeMOPUINYECKON apTpONaTU SIBUIUCH: TEMAPTPO3
— HaJIMYM€ aH3XOINCHHOW WJIM THUIIO3XOT€HHOW MUJIKOCTU B CYCTaBHOM IOJIOCTH,
runepTpodus CHHOBUAIBLHOM 00O0JIOUKH — yTOJIIEHUE (>2 MM), TUIIOIXOTeHHAs WU
CMEIlIaHHasi CTPYKTypa, (UOpPO3HbIE U3MEHEHHUSI — TUIEPIXOTCHHBIC BKJIIOUCHUS B
CHHOBHAJIBHOM 000JOUYKEe, XpSAIIEBbIE W KOCTHBIE M3MEHEHUS — CHIKEHUE
9XOT€HHOCTH CYCTaBHOTO XPsIlla, MPU3HAKU IPO3UH, CyOXOHIPATBHOTO CKIIEpO3a.

JIEHCHHOMETPHIO C UCCIIETOBAHUEM MUHEPAJIBbHON IJIOTHOCTH KOCTHOW TKaHU
ompeensuii B 0eIPEHHBIX KOCTSAX U B MOSCHUYHBIX MTO3BOHKAX.

JIByxaHepreTuueckass peHTreHoBckas abcopOumomerpus (DXA, DEXA) —
30JI0TOW CTaHAAPT JJIsI UBMEPEHHUS TUIOTHOCTU KOCTH. M3Mepsiin BMD B nmoscHu4HOM
OT/ieJIE TO3BOHOYHHMKA, OEIpeHHOM KOCTU W Tmpeamedbe. lcnonp3oBanu JBa
PEHTIT€HOBCKUX My4YKa Pa3HOM SHEPIUM JI1 OLUEHKHU COJIEPKAHMS KaJbLUS U IPYTUX
muHepanoB. Hanbosee TouHbIi METO JJ1s1 AMaTHOCTUKU OCTEOIIOPO3a.

KT-nencutomerpust (QCT — xonuuectBenHass KT) no3Bonsier usmepsars BMD
B TpaOEKyJsIpHOM M KOPTHUKAIbHOM KOCTH OTAeNbHO. Mcmonbp3dyercss pexe u3-3a
OOJIBIIICH JTy4EBON HArPY3KH.

OuenuBanu IMoOKa3aTelid CTaHAAPTHOrO OTKJIOHeHUus (SD), Ha OCHOBaHHUE
nokaszarenei pocta, Beca (T-kpurtepuii), Bo3pacta (Z- kputepuii) (r/cm?).

T-kputepuii (T-SCOre) — cpaBHEHHE MJIOTHOCTH KOCTH € MOJI0/10i HOpMOi (18-
30 net). Hopma: > -1,0, octeonenus: ot -1,0 1o -2,5, ocreonopos: < -2,5, THKEMbIN

ocreornopo3: < -2,5 + Hanuuue mneperaoMoB, Z-kpurepuil (Z-SCOre) — cCpaBHEHHE C
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HOpPMOM JIJI1 BO3pacTa M TMoJjia MmanueHTa (BaXHO I JETeW, MOJIOJBIX JIOJCH U
BTOPUYHOI'O OCTEONOPO3a).

O030pHYI0 peHTreHOrpadgui0 KOCTHO-CYCTABHOM CHCTEMBbI IPOBOJIWIA B
IPSAMOM, OOKOBOM u, pu HE00XO0IUMOCTH, KOCOM POECKLIHSX
(Bunnep M.I'., 1992) nnsi OLEHKH COCTOSIHUSI KOCT€M M CYCTaBOB, BBISIBICHHS
NATOJIOTMYECKMX HW3MEHEHWH, BKJIKOYas JIET€HEpPaTUBHBIE, BOCHAJIMTENIbHBIE H
TpaBMaTUYECKHE MPOLIECCHI.

Pentrenorpauio BBINONHSUIM JUIsL CIEAYIOUIMX O0JIacTed: MO3BOHOYHUK
(IeHHbIN, TPYIHOW, MOSCHUYHBIA OTIEJbI), KOHEYHOCTU (TJIC€YEBHIC, JIOKTEBHIE,
Ta300€JpeHHbIC, KOJICHHBIE, TOJIEHOCTOIHBIE CYCTaBbl), KUCTH M CTOMbBI, Ta3 H
KPECTIOBO-TIO/IB3/I0IIHbIE COWICHEHUs. BBIABISIIM reMoUiInyecKyo apTponaTuio
(mpu reMopuINM), YTOJIIEHUE CUHOBUAIBLHON OOOJIOUKH, PACIIMPEHUE CYCTaBHBIX
HIEJIEN MPU OCTPBIX TeMapTpPO3aX, CYKEHHE CYCTaBHOM IIEIU INPU XPOHUYECKOM
TE€YEHUH, JAePOPMaALUI0 CYCTaBHBIX KOHIIOB KOCTEH, MEpeNoMbl U TPAaBMATUUYECKHE
U3MEHEHUS, BHYTPUCYCTaBHBIE MOBPEXKICHHS, OCTEONOpPO3 M METa0OIMYECKHE
3a007€BaHUsl KOCTEH, YMEHBIIEHHE KOCTHOW IUIOTHOCTH (PEHTreH-IIPO3PavyHOCTb
KOCTEH), UICTOHUYEHNE KOPTUKAJIBHOIO CJI0sl, Je(hOopMaInio MO3BOHKOB (B/IaBIICHHBIC
IIEPEJIOMBI), JI€T€HEPAaTUBHO-TUCTPOPUUECKIE U3MEHEHUsl (apTpo3, OCTEOXOHAPO3),
CYy)KEHHME CYCTaBHBIX Ienei, ocTteoduThl (KOCTHBIE pa3pacTaHus), CKJIEpPO3
CyOXOHIpaJIbHOW KOCTH, Ae(pOpMAIMI0 CyCTaBHBIX MOBEPXHOCTEH, BOCIIAIUTEIbHbIE
npolecchl (apTpUThl, OCTEOMMENUT, TeMOopUIMUYecKas apTpomnaTHs), pacUIupeHHe
CYyCTaBHOM IIEIM B PAHHUX CTAAMSIX, SPO3UH CYCTAaBHBIX MOBEpXHOCTEW (y3yphl),
JECTPYKIMS KOCTH, IEPUOCTANbHbIEC pPeaKnu (YTONIIEHUE HaJKOCTHULIBI).

KomnbrorepHnas Tomorpadgus ¢ BbBICOKOH pa3pemialiieil crnoco0HOCTHIO
(KTBP) u maruutHo-pe3oHancHasi Tomorpapust (MPT) cycTtaBoB u KocTei.

KTBP u MPT npumensuin 1y1st A€TaIbHOM BU3yalu3allii KOCTHBIX U CYCTABHBIX
CTPYKTYpP, BBISIBICHUSI TATOJIOTMYECKMX W3MEHEHUH, OIIEHKH MATKO-TKaHEBBIX
KOMITIOHEHTOB W JIMarHOCTUKH XPOHUYECKMX 3a00JIEBaHUN CYCTaBOB (BKJIOYas

reMO(PUINYECKYI0 apTPOIATHIO).
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Komnbiotepras Tomorpadgusi ¢ BbICOKOI pa3pemiawiineil cnoco0HOCTbHIO
(KTBP). Meronuka: HUCHONB3YIOTCS TOHKUE cpe3bl (<1 MM) M cHeuHalbHbIC
AITOPUTMbI PEKOHCTPYKIIUU JIJIS IETAIBHOM OLIEHKU KOCTHBIX CTPYKTYp. KoHTpacTHOE
yCWJICHHE TTPUMEHSIETCS MPH MOA03PEHUH Ha OMYXOJIEBBIA MPOIECC UM BOCIAJICHUE.
JluarHoctuyeckas 1I€HHOCTh: OTJIMYHAsA JeTaiu3alsi KOCTHBIX HW3MEHEHH
(mepenomsl, necTpykuus, ckiepos). [lonezna npu remopuiInyeckon apTponaTuu ass
OLIEHKU 3pO3Hil, 0CTeO(UTOB, U3MEHEHHUW CYCTAaBHOM IIEIU. XOpPOLIO BbBISABIIAET
MIOTHAIKOCTHUYHBIC KPOBOMBIIMSHAS W KalblmpuKaTtel. MeHee nHpopmMaTUBHA IS
MATKUX TKaHeW (CHHOBHAJIBHOM 000JI0UKH, Xpsillia, CBSA30K). JIydeBast Harpy3Ka BhIIIIE,
yem npu MPT.

MarnuTtHo-pe3oHaHcHas Tomorpagpuss (MPT) cycraBoB u KocTei.
Brmmonusiercss B pexxumax T1, T2, STIR, PD, GRE. Ilo3Bonsier 6e3 koHTpacTa
BU3YaAJIM3UPOBATh MArkue Tkanu. KoHnTpactHoe ycunenue (ragojJuHuii) UCIOJIb3YyeTCs
Ipy TOJO3PEHUU Ha BOCIAJEHUE WM omyxonu. Jlyumias MeToamka I OUEHKH
CUHOBUAJILHOM OOOJIOYKM M XpsAmia. BwISBIsIET TemMapTpo3bl, CHHOBHAIBHYIO
runepTpopuro, cyoXxoHApanbHble U3MEHEeHHs. MeTol BeiOOpa Uil reMOo(UiInyecKon
apTponathuu B paHHUX craausx. [IpoTuBoOMOKazaHus: METAIMYECKUE WMILIAHTHI,
kiayctpodobusi, 6epeMeHHOCTh B | TpuMecTpe.

AHAIU3UPOBAJIM KYMYJSITUBHBIN HMHIEKC KOMOPOUIHOCTH: TPU HWHICKCE
«0» COMyTCTBYIOIINE MATOJIOTUU OTCYTCTBYIOT, IpU «1» — Hamm4uue JETKOro TCUCHMUSI
3a0oneBaHusl, «2» — HaJIMYUE CONYTCTBYIOIIMX MATOJOTUH, TpeOyIOmux
MEIMKAMEHTO3HOW Tepanuu, «3» — HalMyue TMaToJOrui, CHOCOOCTBYIOIIUX
WHBAJIMIHOCTH TAIMEeHTa, «4» — accouuanus 3a00JI€BaHUHN C TSKETBIM TCUCHUEM H
Pa3BUTHEM MOJIMOPIaHHOW HEIOCTATOYHOCTH, C HEOOXOAMMOCTBHIO HEOTJIOKHOU
MOMOIIIN OOJBLHBIM.

CoracHo pa3pabOTaHHOMY OIPOCHUKY, PACCUUTHIBAIIU KyMYJISITUBHBIA HHIEKC
komopOugHoct  (Charlson, 1987), cymmupys Hamuyusi  COIYTCTBYIOLIUX
3aboneBanuii: ot 0 10 18 omeHMBaeTCs Kak JETKUM ypoOBEeHb KOMOPOUIHOCTH, OT 19-
36 — cpemHUii ypoBeHb, OT 37 10 56 — BHICOKHIA.

Icnx03MOMOHAIBHYIO /1€32JANTANMI0 AUMEHTOB ONPEACISIN 10 METOLY

CHI/IHB6CpFa-XaHI/IHa C UCITOJIB30BaAHUCM IICUXOAHUAIr'HOCTHUYCCKOI'O MCTOJa [KEUBII’I/IH
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B.A., 2006]. CocrosiHue AenpeccHH ONPEACIIIN IIKAI0H Jenpecchu I aMuabToHa.

C ucnoab3zoBanuem onpocHuka MOS SF-36 y nanuenToB ¢ remoduinei
onmpenesisyid  MOKAa3aTeJ M  KayecTBa  JKM3HHM:  OICHEHB  (DU3MYECKOe
dbynkiuonupopanue (OD), poseBoe  PYHKIMOHUPOBAHHE, OOYCIOBICHHOE
¢usnaeckum coctosareMm (POD), unrencusHocth Oomm (MB), obmiee cocrosiHue
s3nopoBbsi (O3), sku3nenubie cuwibl (KC), commanpHOe (yHkmuonupoanue (CD),
poJieBOe (PYHKIIMOHUPOBAHKE, O0YCIOBIEHHOE 3MOLMOHATIBHBIM cocTosiHueM (PDD),
U cocrosinue ncuxuyeckoro 310poBbsa (I13). OTaenbHO OlEHUMBAIUCH MPOSBICHUS
JENPECCU M TPEBOTM KaK KOMIIOHEHTHI TCHUXO3MOIMOHAIBHOTO craryca. Jlis
Ka)KJ0r0 MalMeHTa pe3yJbTaThl ObLIM peoOpa3zoBanbl B 0aiuibl ot 0 1o 100, roe 6oiee
BBICOKME 3HaYEHHUS COOTBETCTBOBAJIM JTYUILIEMY COCTOSHUIO 3/10POBBSI.

JIJ1s1 OlleHKM BJIMSHMS IKOJOTHYecKUX (PAKTOPOB, HErATUBHO BIIUSIONINX HA
TeYeHHE TeMO(HIINU, UCTIOIB30BAINCH aApXUBHBIC JaHHBIE TaIKUKCKOTO IIEHTpa 10
U3YYECHUIO U KOHTPOJIS OKPYIKAIOIIEH CPEe/Ibl, YIPABICHUS IO THUAPOMETEOPOTIOTHH 1
MOHUTOPUHTY CAHUTAPHO-3IUIEMUOJIOTHYECKOT0 HAA30PA.

PacnpocTpanéHHOCTh (1011 MAIMEHTOB C ONPENEICHHBIM 3a00JIeBaHUEM B
MOMYJISAIIMA HAa KOHKPETHBIM MOMEHT BPEMEHH WJIH 32 OMNPEICICHHBIN TEepHUO.)
OMpEeNEesUIi Ha OCHOBE DJIUJEMHUOJIOTHYECKUX HCCIECIOBAHUN KOMIUIEKCHBIM
MOJXO/J0M, BKJIIOYAIONIMM aHAJIW3 PETHCTPOB, BKIIOYAIONIMX aHAIU3 JaHHBIX O
3a0071€Ba€MOCTH ¥ TEHETHYECKOM MPEPaCcCHONOKEHHOCTU TeMOGUINU (pEerucTp
NAlMEHTOB € TreMOopuiINel, TMOMyISIMOHHBIE HCCIEJOBAaHUS  MEIUIIMHCKOM
JIOKyMEHTAIlUU, CTaTUCTUYECKUM W TEHETUYECKHM aHajlu3bl, aHaJIu3 POJCTBEHHBIX
CJIy4aeB).

PacnpocTrpanénnocts 3a0oeBaHMsl ONpeAeisiid 1Mo (Gopmylie MCUUCIEHUS
konmuectBa 3aboneBanuit Ha 100 000 >xuTeneii; pacCUNTHIBAIN, KaK OTHOIIIEHUE YHCTIa
NEePBUYHBIX OOpAIICHHUI K CpeIHEN YHCIEHHOCTU HaceleHus, yMHoxeHHoe Ha 1000.

dopmyJia pacuéra:

P=NTx10nP = frac{N}{T} times 10"n

rae: P — moka3zarens pacrpoctpanéHHOCTH (00bIYHO BhIpaxaetcs Ha 1000, 10
000 wim 100 000 nHacenenusi), N — KOIMYECTBO 3apEerUCTPUPOBAHHBIX CIy4acB

3a0oneBaHusi, | — YUCICHHOCTh U3y4yaeMOU MOMyJIAINUH, N — MHOXKHUTEINb (HarpuMmep,
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1000 uxum 100 000.

IIpoBoauin 3NUAEMHOTOTHYCCKHE MCCICAOBAHMS, TaKUE KakK: aHajau3
MEIULMHCKUX KapT, PETUCTPOB ITALIMEHTOB, OIIPOCOB U aHKETHPOBAHUS.

Bepudukanusa nuartHosa remMo@uaMs CTaBWIACh COIVIACHO YTBEPKIEHHOU
BO3 MKGBb (X nepecmotpa).

Craructuyeckas 00paboTKa JaHHBIX TPOBOIUIIACH C UCITOIB30BAHUEM MTAKETOB
Statistica 10.0 u SPSS 22.0. /Ins cpaBHEHHsS] HE3aBUCUMBIX BBIOOPOK MPUMEHSIN
kputepuii ManHa-YutHu win  t-kputepudd  CThIOfIGHTa TIpU  HOPMAJIbHOM
pacnpeneneHny. KauecTBEHHbIE TPU3HAKNA aHAIM3UPOBAIM ¢ rToMouisto x> [Iupcona,
IIPY MaJIbIX OKHIAEMBIX 3HAUEHHSAX — C MOMPaBKOH MeifTca MM TOUHOro KpUTepus
Qumepa. C yy€ToM HEpaBHOTO U Majoro o0bEMa CpPaBHUBAEMBIX HE3aBUCUMBIX TPYTIIT
JUISL OLEHKM MEXKIPYIIIOBBIX pa3iu4vii (B TOM 4YHCIE MPU AHAIU3E PEIKHUX
HaOmoAeHu) mpumensics t-kputepuit  CThIOJIeHTa C TONpaBKOM  Yanya,
NO3BOJISIIOIIMI  YYUTBHIBATh HEOJHOPOAHOCTH aucnepcuil. Kputuuecknii ypoBeHb
CTATUCTUYECKON 3HAYMMOCTH mpuHUMaics paBHbiM p <0,05. Jlng cpaBHEHUs
HECKOJIBKUX TPYII HCIOJb30BAIM OJHO(MAKTOPHBIA JUCHEPCUOHHBIA aHaIU3

(ANOVA). YpoBeHb CTaTUCTUYECKON 3HAUUMOCTH MPpUHUMAJHU paBHbIM p<0,05.
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I''TABA 3. DnuieMuoJioru4ecKkue, peruoHajJbHble, KIMHUKO-1a00paTOPHBbIE U
HHCTPYMEHTAJIbHbIE 0COOCHHOCTH reMopunu u eé ocaoxHenns B Pecnnyduuke

TamKuKUCTaH

3.1. DnuaemMuosornyeckuii aHaau3 3a00/1eBaeMOCTH M PACHPOCTPAHEHHOCTH
OCHOBHBIX (popM remo(puiinm B pa3jin4HbIX peruoHax Pecny0imku Taxkukucran

3a mepuoa 2014 - 2024 rr

UccnenoBanue BoIMOTHEHO Ha Kadeape BHyTpeHHUX OosiesHel Ne3 'OY TIMY
uM. AGyamn nObuu CuHo, Ha 0a3e reMaTOJIOTHYECKOTO OTACIICHUS U KOHCYJIbTATUBHOM
nonmukiauHuky I'Y HMI PT «llludob6axm», u OKb uM. Kytounauaosa Corauiickoi
obnactu 3a iepuoy ¢ 2014 mo 2024 rr.

PeTpo 1 mpoCeKTUBHO MpoaHATU3UPOBAHBI aMOYJIaTOPHBIE KapThl U UCTOPUHU
00JIe3HN HaXOJAUBIINXCS HA CTAIIMOHAPHOM JICYCHUH MAIIMEHTOB.

Bcero 610 perucrpupoBaHo 758 MykduH U 15 xeHIMH ¢ reMOopuInei mo
paznuuHbiM pernonaMm PecnyOmmku Tamkukucran (PT) B Bo3pacte ot 1 roga no 46
JeT u crapwe. PacrpoctpaH€HHOCTh remMouinu u3ydanu B pacuére Ha 100 TbIc.
HACEJICHHUS.

[lo panHpIM HamMoHanmbHOTrO peructpa, B 2024 rony B PecmyOnuke
Tamxukuctan Obulo 3apeructpupoBanHo 773 manmenta ¢ remodunuei. Ilpu
YUCJIEHHOCTH HaceneHuss crpaHbl 10,288 MIIH 4elloBeK pacrnpoOCTPaHEHHOCTH
3aperucTpupoBaHHOl reModumu cocraBuna 7,5 cmydas Ha 100 000 HaceneHus.

N3yuenue pacnpocTpaHEHHOCTH reMOGUIMU MO Ppa3iuyHbIM peruoHam PT
MOKa3aJio, 4YTO paioHbl pecmyOnukanckoro momunaerus (PPII) 3anmmanm
IJIaBeHCTBYIoUy0 poib (n=251; 32,5%), Xatnouckas oOnacts (n=216; 27,9%)
3aHMMalla BTOPOE MECTO, Ha TpeTheM MecTe — Corauiickas oonacts (n=191; 24,7%), 4
mecto 3aHuMan ropopa Jymanbe (n=100; 12,9%) u HauMeHbIllee KOJIMYECTBO
nanueHToB U3 'BAO (n=15; 1,9%) na 100 Teic. Hacenenus. Cpeny MaIMEHTOB C
reMoQuIMel mpeBaIupoBaivd My X4uHbI (758 denosek, 85,1%).

B 40,0% cnyyaeB remoduins Bctpeuanach 10 18 ner. C remodunueint «A»
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coctaBmwim 615 uenoek (79,6%), ¢c remodunueit «By» - 158 wen. (20,4%) u remodummst
«C» He BcTpeuanace.

Takum o6pa3zom, B Pecniybnmke TamkukncTan ypoBeHb paclipoCTPaHEHHOCTH
remoduinu coctasiseT 7,5 ciaydas Ha 100 Toic. Hacenenus. Haubomnpume nokazarenu
ormeueHsl B PPII, BTOopoe Mecto 3aHmMaer XaTJIOHCKass 00J1acTh, TPETbE —
Coramiickass o6mnactb, udeTBéproe — ropoj JlymanOe, a HauMEHbIIAs 4YacToTa
3apeructpupoBana B ' BAO.

Hamu nipoBen€H cpaBHUTENBHBIA aHAIU3 SITUIEMUOJIOTUYECKUX ITOKa3aTeIeu
remMoguinu (B aDCOTIOTHBIX 3HAUEHUSIX U MPOIEHTHBIX A0JIs1X) 3a nepuoj 2014-2024
rr. (Tabmuma 3.1).

[TonmyyeHHble AaHHBIE CBUACTEIBCTBYIOT 00 YCTOWYHMBOM pOCTE OOIIEro
9KCIIa marueHToB ¢ remodrmeii — ¢ 333 ciayuaes B 2014 1. 10 461 cioyyas B 2024 r.,
YTO COOTBETCTBYET a0COJIOTHOMY IMpUPOCTy +128 marueHToB 3a aHaIU3UPYEeMbIN
nepuoa. Haubonbplime eXerogHble YBEJIMYEHHS UYWCICHHOCTH KOHTHHIE€HTA
3apeructpupoBanbl B 2019-2020 rr. (+24 1 +26 COOTBETCTBEHHO).

B crpyktype 3aboneBaHusi Ha TPOTSHKEHUM BCETO TEpuoja HaOIIOJEHUS
ToMUHUpoBasia Tremodwius A, omHAKO €€ yACNbHBIA BeC HMEN TOCTEICHHYIO
TeHACHUUIO K CHUXKEeHUI0 — ¢ 94,0% B 2014 r. 1o 83,9% B 2024 1., HECMOTps Ha
aOCOIOTHBIA POCT YHMCia MaueHToB ¢ nanHou (opmoii (¢ 313 mo 387 cmydaes).
Exeromuslii mnpupocT NanueHToB ¢ reMopuianeil A HOCUII HEPaBHOMEPHBIN XapakTep
U B [IOCJICJTHUE TOJIbl XapaKTePU30BaAJICSI MUHUMAIbHBIMU 3HAUCHUSIMH.

B T0 xe Bpems remodumius B nemoHcTpupoBasia cTaOWUIIBHBIN POCT Kak B
a0COJIIOTHBIX, TAK U B OTHOCUTEJIBHBIX MOKA3aTESAX: YACIO MAIMEHTOB YBEINUUIIOChH
¢ 20 no 74 cnyyaeB, a ynenbHbIN Bec — ¢ 6,0% 10 16,0% 3a uccnemyeMblid Iepuo.
Haubonee BbipaxkeHHBIN pocT aohu remoduiauu B ormeuen nocie 2018 roga, uro
OTpaKAaeT U3MEHEHUE CTPYKTYPbI 3a0071€BAEMOCTH B CTOPOHY YBEJIMUEHHUS YI€IBHOTO

Beca JIAaHHOU (POPMBL.
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Tadomuma 3.1. [Iunamuka u cTpykrypa remopwiauum A u B y B3pociaoro

KOHTHHreHTa (2014-2024 rT.)

Bcero ATO o A o B roB
Ton NaluneHTOB An T'® A (n) A (%) (n) An (%)
2014 333 — 313 - 94,0 20 — 6,0
2015 343 +10 318 +5 92,7 25 +5 7,3
2016 359 +16 332 +14 1925 27 +2 7,5
2017 367 +8 337 +5 91,8 30 +3 8,2
2018 379 +12 346 +9 91,3 33 +3 8,7
2019 403 +24 358 +12 | 88,8 45 +12 11,2
2020 429 +26 374 +16 | 87,2 55 +10 12,8
2021 439 +10 380 +6 86,6 59 +4 13,4
2022 449 +10 382 +2 85,1 67 +8 14,9
2023 455 +6 386 +4 84,8 69 +2 15,2
2024 461 +6 387 +1 83,9 74 +5 16,0
IIpumeuyanne:

noiu (%) paccauTaHbBI OT OOIIEr0 YKCIIa B3POCIBIX MAIIIEHTOB B COOTBETCTBYIONIEM TOAY, P — CTATUCTHYECKAs
3HaYUMOCTh TpeHna noiau '@ B mo rogam orjeHeHa METOIOM OMHOMHUAIBHOM JIOTHCTUYECKOW Perpeccuu

(p<0,001)

Takum 00OpazoM, aHAIM3 TUHAMUKH U CTPYKTYpHl TeMODWINU Yy B3pOCIOTO
KOHTHHreHTa 3a 2014—2024 rr. BBISBUI MOCTYNATEIbHBIA POCT OOILIEH YMCIEHHOCTH
MAIMEHTOB MPU COXPAaHEHUU JTOMUHUpPYIOIIEH ponu remopminu A. OJHOBPEMEHHO
OTMEUYEHA TEHJICHLUS K OTHOCUTEIHLHOMY YBEIMYEHUIO Noiu remoduiauu B, 4ro
OPUBEIO K IOCTENEHHOMY M3MEHEHUIO CTPYKTYPHOIO COOTHOLIEHUS (HopM
3aboneBanus. [lomydeHHble JaHHBIE YKa3blBAlOT Ha HEOOXOJIUMOCTh Y4éTa
BBISIBJICHHBIX AMUIEMUOJIOTUUECKUX TEHICHIIN I npu IJIaHUPOBAHUU
CHEUUATU3UPOBAHHON MEAMIIMHCKON TOMOILM, JEKapCTBEHHOTo oOecreyeHus u
OpraHu3alMi  JOJATOCPOYHOIO  JUCHAHCEPHOrO0  HAOJIOJEHHS  NAUUMEHTOB C
reMo(puiInei.

AHalIM3 TMHAMUKH YHUCIICHHOCTH JieTel ¢ reModuineii B Bo3pacte 10 17 et
3a mepuoa 20142024 rr. mokaszan yCTOWYUBBINA POCT OOIIEro 4Yrcia MamueHTOB — C
101 8 2014 roay no 312 B 2024 roy, 9TO COOTBETCTBYET YBEIMYCHHIO OoJiee 4eM B 3
paza (tabmuua 3.2). Ha mpoTsbkeHMHM Bcero mnepuojia HaONIOACHHS OTMEYalcs
€XKETrOJIHbI MPUPOCT YUCIIA MALMEHTOB, BapbUpOBaBMK OT +12 no +28 cioydaeB B

roji, C MAKCUMaJbHbIM yBenuueHuem B 2024 ronay.
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B ctpykType 3a00sieBanus B OOJIBITUHCTBE JIET JOMUHUPOBAIa TeMobuius A,
yACIBHBIM Bec KoTopou koiyebancs or 65,3% mo 86,4%. HaumbGomee BbICOKHit
nokasarelib Joju remodunuu A 3apeructpuponad B 2021 roay (86,4%), mociie uero B
2022-2023 rr. Habmoanachk OTHOCUTEINIbHAS CTAOMIIM3alUsl T10Ka3aTelisi Ha YPOBHE
83,8-85,6%.

Taoumuna 3.2. [lunamuka u crpykrypa remoguinun A u B y aereit <17 ger (2014

2024 rr.)

eTH ATO ro A IroB roB
TI'ox <)Z:I.[6 (n) An I'd A (n) A (%) (n) An (%)
2014 101 - 67 — 66,3 34 — 33,7
2015 118 +17 77 +10 65,3 41 +7 34,7
2016 130 +12 103 +26 79,2 27 -14 |20,8
2017 157 +27 115 +12 73,2 42 +15 26,8
2018 175 +18 137 +22 78,3 38 —4 21,7
2019 197 +22 159 +22 80,7 38 0 19,3
2020 214 +17 183 +24 85,5 31 =7 14,5
2021 235 +21 203 +20 86,4 32 +1 13,6
2022 259 +24 217 +14 83,8 42 +10 ]16,2
2023 284 +25 243 +26 85,6 41 -1 14,4
2024 312 +28 228 -15 73,1 84 +43 1269

Mpumeuanune: momu (%) paccuutansl OT o0mero uucna nereit 0-17 meTr B COOTBETCTBYIOUIEM TOY, P —
CTaTUCTHUECKas 3HauMMocCTh: TpeHa fonu ['® B mo romam (moructmueckas perpeccusi) p=0,000; cnsur
crpyktypbl A/B B 2024 r. o cpaBuenuto ¢ 2023 r. (x2 2x2) p=0,000

B 2024 rony BBISIBIEHO CYIIECTBEHHOE M3MEHEHUE CTPYKTYpbl 3a00JI€BaHUS:
aOCOJIIOTHOE YHUCIO MAalMeHTOB C¢ remounueidr A cHM3WIOCh Ha 15 cioydaeB mo
cpaBHEeHHIO ¢ 2023 rogom, 4TO CONPOBOXKAAIOCH YMEHBIICHUEM €€ YAEIBHOIO BECA 10
73,1%. OAHOBPEMEHHO OTMEYEH PE3KU POCT Yucia MaueHToB ¢ reModumeit B — ¢
41 no 84 yenosek (+43 cnyuas), B pe3yyibTare uero noisi remopunuu B yBennumnach
110 26,9%, 9TO SBJISETCS MAaKCHMaIbHBIM 3HAYCHUEM 32 BECh MEpHO;] HAOIFOACHHS.

BrisiBieHHBIE CTpyKTypHBbIe cABUTH B 2024 roay MOTyT OTpaxkaTh Kak
yJIy4llleHHE BBISABIsIEMOCTH Temodunuu B, Tak M mepecMOTp AMAarHOCTHYECKHUX
MOJXO/OB, a TaKXe BO3MOXKHOE YTOYHEHHE HO30JOTHYEeCKON Bepudukanuu
MalUEeHTOB, paHEe OTHECEHHBIX K TpyIIe reModuiuu A.

Takum oOpazom, 3a nepuon 2014—2024 rr. oTMEUEH BbIpaKEHHBIN U YCTOMYHUBBIN
POCT Uucia IeTel ¢ TeMO(INEN, YTO CBUIETEIBCTBYET 00 YJIyUIIEHUH JUArHOCTUKH
W pETUCTpalMy ManueHToB. ['emodwmims A Ha TPOTSHKEHHH BCETO TMEPHOJIA
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HAOJFOJICHUS OCTaBaJlach JOMHUHHUpYyIomeld (opmoii 3abojeBaHus, OIHAKO €&
yAEIbHBIN BeC UMEJ BhIpayKEHHBIE KOJICOaHNS.

B 2024 roay 3aperucTpupoBaHO 3HAYMMOE U3MEHEHUE CTPYKTYpPbl reMOpUIUN
C yBeNM4eHueM 0 remoduanu B u cHmkenueM g0y remobunuu A. CTpyKTypHBIE
u3MeHeHus 2024 rojia yka3biBalOT Ha HEOOXOUMOCTh YTiyOJIEHHOTO aHAIKM3a PUYHH
nepepacnpeaeieHus dhopm reMouinu, BKJIFOYAs JTMarHOCTUYECKHUE,
OpraHu3allMOHHbIe U reHeTuueckue (aktopsl. [lonyueHHbIe NaHHBIE 11EIec000pa3HO
YUYUTHIBATh NPHU IJIAHUPOBAHMM JIEKAPCTBEHHOIO OOECIEYEHUsS W OpraHu3aiuu
CHEIUAIM3UPOBAHHON TOMOIIH JETSIM ¢ reMOo(uine.

3.2. AHa/ln3 PErHoHAJBLHBIX 0CO0eHHOCTell M (PaKkTOpbl, 00YCJOBJIMBAIOIIUE
pa3iauuHbie popmbl reMopuinu B Pecnyosinke Tamkukucran

Pe3ynbTarhl HAIKMX UCCIEIOBaHUN TTOKA3aIU, YTO PErMOHATbHBIE 0COOEHHOCTH
remodmnn B PecrryOmmke TamkukucTad B OOJBIIMHCTBE CITy4aeB OBLIU CBSI3aHBI C
MHOTOYUCIICHHBIMU (haKTOpaMH: HACJIEACTBEHHO-TEHETUUECKON MPUBEPKEHHOCTHIO,
HU3KOM  MEIMIIMHCKOM  OOECIEUeHHOCThIO,  COLMAIIbHO-HEOJIAronoyqYHbIMU
YCIIOBUSIMH, KJIMMATOIKOJIOTUYECKUMH YCIOBUSIMHU, OT HEKOTOPHIX (DEHOTHUITHYECKUX
0COOEHHOCTEH MarnueHToB (IBET KOXKH, aHTPOIIOMETPHUYECKUE JAHHBIC), OT YPOBHS
BUTaMUHA «J|».

HacneacTBeHHO-reHeTHYECKAst TPUBEP>KEHHOCTD Y MAIIMEHTOB € reMopuineit A
u B, B 0CHOBHOM, ObliIa CBSi3aHA C MPEBAIMPOBAHUEM IMAIMEHTOB M3 MHOTOJIETHBIX
cemeit (63,0 u 57%), 6mmuzkopoacTBEeHHBIX OpakoB (25,0% u 21,2%) 1 MOBBIIICHHBIM
PHUCKOM Tiepeaun TeMO(UIINH 110 HACIICICTBY.

Huszkass wmeaunuHckas oOecrniedeHHOCTh marueHToB (87%) dakTopamu
CBEPTHIBaHUS, OCOOCHHO B TPYAHOJOCTYIHBIX M CEJIbCKUX paloHaxX CTpaHbl, YTO
PUBOJUT K 3aM037AJI0N JUATHOCTUKE U JICYCHHUIO.

[Toznanee oOpartenue camux nanueHToB (73%) ¢ remodunueil 3a MEIUIIMHCKON
MOMOIIBIO, YTO BJIEYET 3a COOOM YBEIMYEHHE YACTOTHI OCJOKHEHUMU, YTSKENeT
TeYeHUEe 3a00JIEBaHMS U YXY/IIIAET KAYeCTBO JKU3HHU.

Huskuii ypoBenb oOpazoBanus (73%) u 1uioxas OCBEIOMJIEHHOCTh Kak
MeIUIMHCKUX paboTHUKOB (70%), Tak 1 camoro HaceneHus (98%) o remodunuu, eé

KIIMHUYCCKUX IIPOSABIICHUAX U crocoobax HpO(i)I/IHaKTI/IKI/I IIPpHUBOAAT K PE3KOMY
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YBEIMYECHHUIO TKENBIX OCJIOKHEHUW, B TOM YHUCIE K JIETaJbHBIM HCXOJaM. OTO
TpeOyeT MOBBIIEHUS YPOBHS OKa3aHUsI MEIMLUMHCKOW MOMOIIH, a TAKXKe pa3paboTKu
IpoPHIIAKTUYECKUX Mep M 00pa3oBaTeNbHbIX Mporpamm s MHGOPMHPOBAHUS
MEAMIMHCKOTO MIEPCOHANA O FeMO(PHINN.

OTaenbHOE BHHMAHHE CTOUT YACITUTH KIMMATOAKOJIOTHYECKUM YCIOBHIIM
Tamxuxkucrana. Jletnuit mnepuon B PecnyOnmmke Tamkukuctan oTJIMYaeTCs
IPOJIOJKUTEIBHBIM JKapKUM U CYXUM KIMMATOM.

Bce nmocrynuBmme 6osibHBIE B 00JBHUIYY ¢ reModrmeit «A» (n=615) u «B»
(n=158) pacnpeneneHbl MO0 BpeMEHaM Trojia: JIETOM YHCIIO MOCTYNMUBIIUX OOJBHBIX
MPEBAIMPOBAJIO 110 OTHOIIEHUIO K APYruM mepuojaam rojaa (m=415; 67,5% u n=85;
53,8%), ocennto (n=107; 17,4% u n1=31; 19,6%), 3umoii (1=35; 5,7% u n=19; 12,0%),
BecHoM (M1=58; 9,4% u n1=22; 13,9%) (pucyHnok 3.1).

Kak BumHO Ha pucyHke 3.1. yacToTa TOCHUTaIM3UPOBAHHBIX OOJBHBIX C
remMod et ObuTa pa3TUYHON B 3aBUCUMOCTH OT C€30HA roj1a.

B netHe-oceHHMit nepuoa rojia 4acTOTa TOCIUTAIIM3UPOBAHHBIX MAIIMIEHTOB C
I'd «A» u I'd «By» yBenmmuuanace (67,5% u 53,8%; 17,4% u 19,6%), Torna kak B
sumHui (5,6% u 12,0%) u Becennuit nepuoasl roga (9,4% u 13,9%) komuyecTBO

IMOCTYIIHMBIINX OOJIBHBIX YMCHLIIAIOCH.
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Pucynok 3.1. BoabHble ¢ remopuianei «A» 1 «By», mnocTynuBumye B KJIMHUKY B 3aBUCUMOCTH

OT Ce30Ha rojaa
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B otmuume ot mui ¢ 6onee TEMHON KOKHOM OKPACKOM, MAIIMEHTHI CO CBETIION
OKpackoi koxu npu reMopunnu A u B BcTpeyanuch 3Ha4nTENbHO Yatie — B 67,4% u
56,1% ciyyaeB COOTBETCTBEHHO.

B OonpmmHCTBE CilydaeB y TalMEeHTOB ¢ reModuinei Habmomanach
acteHuyeckas kKoHctutynus (85,0% u 67,9%) u oOHapyKeH HU3KUNA YpOBEHb
ButamuHa «JI» (25,0% u 23,0%).

OpHoil W3 peruoHanbHbIX ocoOeHHocTed remopuinu B PecrnyOnuke
TamxukucTan gBisieTcs To, yTo u3 773 nanuentoB 15 (1,9%) mauueHToK cTpajgamu
remodumeit. M3 15y 11 oka3anacs remodmmms A u y 4 ManMeHTOK 3aperuCcTpupoBaHa
remodmmms B. U3 11 mamuenToB ¢ remodpunueit A — 4 okazanuch u3 Corauiickoi
obnactu. C remodunuet A ObUTH BBISIBJICHBI MAIIMEHTKU B Bo3pacTe oT 12 mo 36 ner,
IATh JKCHIIMH U3 XaTJIOHCKOW oOsactu B Bo3pacte 35-50 ner u nBe u3 Jlyman6e B
Bo3pacte 35-37 ner. 'emodunus B auarHoctupoBaHa y 4YeTHIPEX MAIMEHTOK M3
palioHOB pecIyOJIMKaHCKOTO MOJYMHEHNS B Bo3pacTe 39—69 mer.

Mbl pelimjin NMpPOJAeMOHCTPUPOBATH cjay4yail U3 KAMHUKHU. [lanuentka, 29
aeT, xkutenbHuna Corauiickoil 001acTu, poauaachk TPETbUM PEOEHKOM B CEMbE U3
OJIM3KOPOJICTBEHHOIO Opaka.

[TanenTka obOpaTtmiach K CEMEMHOMY Bpauy M THHEKOJIOTY € *kajno0aMu Ha
OOWJIbHBIEC U TPOIOJKUTEIBHBIE MEHCTPYAIUH, IOBTOPHBIE MATOYHBIE KPOBOTCUECHUS,
YacThI€ HOCOBBIE U JIECEHHBIE KPOBOTEUEHMSI, 4 TAKXKE MOCIEPOJIOBbIE KPOBOIIOTEPH.
Kpome Toro, remopparuv BO3HMKalu Ja)Xe€ IMPH HE3HAYUTEIbHBIX TpaBmax. B
reMOTpaMMe BBISIBIICHA TSKENAs XpPOHUUECKAs MOCTrEMOpparnyeckas aHeMusl.

N3 anamue3a 3a0051eBaHus BBISICHUIIOCH, YTO € JE€TCKOTO BO3pacTa cTpajaia OT
YMEPEHHBIX KPOBOTEUEHUU IIOCJIE€ HE3HAUYUTENIbHBIX TpPaBM, OECIMOKOWIM TaKxke
JIECHEBBIE U HOCOBBIE KpoBOoTeueHusA. 110 Mepe yBenmyeHuss Bo3pacta KIMHUYECKUE
posIBIICHUs TeMOPUIINHU CTaJIN O0Jiee BhIpakeHHBIMU. CO CJIOB, CiIy4an KPOBOTEUCHHU S
U3 MAaTK{, U3 HOCA U KUIIICYHUKA BCTPEUYATUCh B CEMbE Y JIMII KEHCKOTO MoJia CPeau
OJIM3KUX POJICTBEHHUKOB JKEHCKOTO MoJja (0a0ymKku u TETU), 4TO Aa€T BOZMOXKHOCTD
3aMo0103pUTh HAIMUME HACJIEICTBEHHOTO reHe3a 00JIe3HU.

JlaGopaTopHble aHAIU3BI: B KOAryJorpaMme oOHapYyKEeHO YJIMHEHUE BpEMEHU
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CBEPTHIBAHUS KPOBH, CHIKCHHE ypoBHs (akropa cBépThiBanus — VI (28%).

IIpeaBapurtenbHblil AMarHo3: reModunus A JErKoM CTETECHU.

[TanmeHTKa noy4yunsa 3aMEeCTUTENIbHYIO TEPAIUI0 C IPUMEHEHUEM KOHIIEHTpaTa
daktopa cBéprhiBanus VIII u TpanekcamoByio kuciory. OOiiee COCTOsSHUE
NAlMEHTKH YIy4YIIHIOCh, KPOBOTEUEHUS YMEHBIIWINCH. B 1uHaMuKe nanueHTke Obul
PEKOMEHJIOBaH KOHTPOJIb 3a KPOBOTEUYCHUSIMHU, HAOJIOJCHUE THUHEKOJora M
remMaToJiora.

HeoOxonumMo OTMETUTH, 4YTO 3TO JEHCTBUTEIBHO MHTEPECHBIA (akT,
NOJYEPKUBAIOIINI PErMOHAIBHBIE OCOOEHHOCTH TIeMOQWIMH. ITOT Cciaydaid u3
KITMHUKY €MI¢ pa3 T0Ka3bIBAET, YTO CIyYau TeMO(DMINH Y KEHITUH KpaiHe PeIaKu, HO
IPY HATMYUHU TeMO(HIINY y OTIIa U HOCUTEIIbCTBA Y MaTEPH, U TIPU MyTaluu 0oenx X
XPOMOCOM Y KEHIIIMH MOTYT BCTPEUYAThCS CIydau TeMOo(pUIInu.

Bo3MoxHbIE TpPUYUHBI BBIABICHUS CIy4yaeB TeMOPWINH Y JKEHIIUH B
Pecny6nuke Tamxukuctad MOTyT OBITh CBS3aHBI C BBICOKOM PacpOCTPaHEHHOCTHIO
POJCTBEHHBIX OpakoB, YTO IOBBIIMIAET BEPOSTHOCTH IMepenaun JePeKTHOro reHa u
MPOSIBJICHUSI 3a00JICBAHUSI Y TETEPO3UTOTHBIX HOCUTEIBHHUIL.

Bo3MoxHbIe OMMOKK B AMATHOCTUKE: HEOOXOAUMO YUUTHIBATh, YTO Y JKCHIIIMH
reMo(pUIMenoJ00HbIE COCTOSIHUS MOTYT OBITh CBSI3aHBI C IPYTUMU NATOJOTUIMH, KaK
6one3up Bumnebpanga. Mnu ke reHeTHueckre OCOOCHHOCTH MOMYJSALUN PETHOHA,
KOTOpBIE CIOCOOCTBYIOT 0OJIee BBICOKOM YAacCTOTE€ HOCHUTEIIBCTBA MyTallMH. Takoit
CTAaTUCTUYECKUU (pakT TpeOyeT AaTbHEWIero W3y4eHHs, BKIIOYas TeHETHUYECKUM
aHajau3, 4YTOOBl YTOYHUTH MPUYUHBI PACHPOCTPAHEHHOCTH 3a00JeBaHUSA Cpeau
YKEHILVH B TAHHOM PETHUOHE.

Takum 00pazom, pervoHajbHbIE OCOOCHHOCTH Temoduauu B PecrmyOnuke
TamxukucTan B OOJBIIMHCTBE CIIy4aeB ObUIM CBS3aHBI C HECKOJbKUMH (DakTopaMu
pUCKa: HaCJIEACTBEHHO-TEHETUUECKON MPUBEPKEHHOCTHIO (OJM3KOPOICTBEHHBIMU
Opakamu ), HU3KOH MEIUIIMHCKON 00ECIIEYeHHOCThIO, COLIMAIbHO-HEOIaronoIyYyHbIMU
YCIOBUSIMM,  KJIMMATO’KOJOTMUYECKUMH  YCIOBHSIMH, OT  (DEHOTUIMMYECKUX

0COOEHHOCTEN MaleHTa.
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3.3. ®akTopbl pUcKa pa3BUTHS reMapTPO3a NPU reMopuInu

[TpoBenéHHBIC HAMU HCCIEAOBAHUS TIOKA3aJId, YTO (DaKTOpaMHU PHCKA Pa3BUTHS

reMapTpo3a npu remopunuu A u B sBUIHCH:

1. BHesamnbie BHyTpUCYycTaBHBIE kpoBoTeueHUs (79,0% u 17,0%);

2. Hebonbmue TpaBMBbI, COMPOBOXKIAIOIMIUECS KPOBOTEYCHUEM, IMOPAKECHUEM
Xpsiina ¥ cHHOBUANIbHOU 000s104ukH (91,0% u 33,0%);
Taxénoe Teuenue remopunuu (77,0% u 27,0%);
Hacnencreennsriit gpakxrop (77,0% u 37,0%:);
[ToBbIIeHHOE TIepeHanpsbkeHne Ha cycTaBsbl (65,0% u 37,0%);

OoOmennbie Hapymenus (63,5% u 33,0%);

N o g M w

M3MeHeHnEe KIIMMATUYECKUX YCIOBUM B MeCTax npokuaHusd. [Ipn xapkom u
cyxom kiumate (61,0% u 31,0%);

8. VYBenuuuBagMchb KPOBOTEUEHHS] B CYCTAaBHYIO IOJOCTh C IPUCOEAUHEHUEM
Bropuunoi uHpexnuu (60,0% u 24,0%): Gakrepuanbubiii cuHOBUT (43,0% u
17,0%), tHOWHBIN apTtpur (centuueckuit aptput) (9,0% u 5,0%),

uHpunrpoBanue rematomsl (8,0% u 5,0%) (pucynok 3.2).

BTopuyuHble UHdEKLMM
M3meHeHMe KNMMATUYECKMX YCO0BUIA
O6meHHble HapyLleHuA

MNoBblWweHHOEe nepeHanpAXKeHme Ha CyCcTaBbl (B
|

HacneacrseHHbIn pakTo

akTop HIOA
Taxénoe TeyeHne remopuanu

He 60nblume BHYTPUCYCTaBHblE KPOBOTEUYEHMUSA

BHe3anHble yHyTpUCyCTaBHbIE KPOBOTEYEHUSA

000%010%020%030%040%050%060%070%080%090%100%

Pucynok 3.2. ®axkrTopbl pucka pa3BUTHS TeMapTpo3a Npu reMmopuainmn
HccnenoBanre CHHOBHATBHOM JKUIKOCTH TTOKA3aJI0, YTO CPEAH OaKTepUaTbHBIX
BO3OyauTeneld Haubojee YacTO BBICEBAIUCH  TI'PAMIIOJIOKUTENIBHBIE  KOKKH,

npeumyiiectBeHHO Staphylococcus aureus (73,0%) u  Streptococcus pyogenes

(27,0%).
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Takum obOpazom, (pakTopamm pucka pa3BUTHS TeMapTpo3a NpH TeMOPUITIU
SBWJIKCh: BHE3aIHbIE BHYTPUCYCTaBHBIE KPOBOTEUYCHHS, HE OOJBIINE TPaBMBI,
COTMIPOBOXKIAIOIINECS KPOBOTEUCHHEM, TOPAKCHHEM Xpslla W CHHOBHAJIHHOU
o0omoukH, TKENOE TeueHWe TeMO(UIIMU, HACIEICTBEHHOCTh, ITOBBIIICHHOE
NIEpeHaIPsHKCHNE Ha CYCTaBbl, OOMCHHBIC HApPYIICHUS, U3MEHEHUS KIMMAaTHYCCKUX
YCIIOBHM B MECTaX TPOXUBAHUS C KAPKUM M CYXUM KIUMAaTOM, MPUCOCIHHCHHE

BTOPUYHON MH(EKIIH.

3.4. KN1MHUKO-PEHTIeHOJIOTHYEeCKAsl OIIEHKA COCTOSIHUA CYCTABOB Y MAIUEHTOB C
remopuiven B 3aBUCHUMOCTH OT (OpPMBbI, THKECTH TEYCHHUS U BO3PACTHOIO

acreKkTa reMmopuiInu

IIpoBenéHHble ucClENOBaHUs II0Ka3ajdd, YTO IMOPa)XEHHUE CYCTaBOB IIpU
remopusiuu A u B y B3pOCTBIX U Ie€Te OTMEYAJIOCh MPU CPEIHETHKEIOM U TSIKETIOM
TE€YEHUH 3a00JICBAHMUSL.

AHanmu3 CTPYKTYpbl TIOPaXK€HUH CYCTaBOB Y B3pOCIOr0 M JETCKOTO
KOHTHUHTEHTa TNAlMUEHTOB ¢ TreMO(UInel BBIABWI pPa3auyusi B JIOKAJIU3ALUU
remMapTpo30B mpu remopmwinu A U B B 3aBUCUMOCTH OT CTENECHH TSHKECTH TCUCHUS
3aboneBanus (Tabmuma 3.3).

VY B3pOCIOro KOHTHHTEHTA MallUeHTOB ¢ reMouiuell KIMHUYEeCKas KapTHHA
XapakTepu3oBagach (HOPMUPOBAHHEM XPOHUYECKON TeMOPUIMIECKOW apTpOTNaTHH,
CONPOBOJK/IABIICHCSA MOCTOSHHBIM OOJICBBIM CHHIPOMOM, OTpaHUYCHHEM O00BEMa
JBWKEHUHN, pa3BUTHUEM KOHTPAKTYp MU Aedopmanuii cycTaBoB. DyHKIHMOHAIbHBIC
HapyLICHWS! HOCWJIM CTOMKUN M IPOTIPECCUPYIOIIUN Xapakrep. PeHTrenonornuecku
BBISIBISUINCH BBIpaKEHHBIE JIeTeHePaTUBHO-TUCTPOPHUIecKue WU3MEHEHHS,
BKJIFOYABIIIUE CYXEHUE CYCTAaBHOW IIEIH, CYOXOHJpalbHBIA CKJIEpPO3, HaIU4ue
0CcTe0(PUTOB, KUICTOBUAHYIO MIEPECTPONKY KOCTHOM TKaHU U JeOopMaIiIO CYyCTaBHBIX
noBepxHocteit. Hanbonee yacTo mopaxainch KOJIEHHBIE, TOJIEHOCTOITHBIE U JIOKTEBBIC
CyCTaBbl, a MpH THKENBIX (opMax 3a00I€BaHUS — TAKXKE TUICUEBBIE U Ta300€IpEHHbIE
CYCTaBBl.

Torma kak sl NETCKOrO KOHTHMHTEHTa C reModuivedl ObLTH XapaKTepHBI
PELUIUBUPYIOIINE TEMapTPO3bl, HEPEJIKO CBSI3aHHBIE C TpaBMaMu U (PU3UUYECKOMN
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aKTUBHOCTBIO. bonieBoil cuHApOoM ObLT BRIpaXKEH yMEpEeHHO, (YHKIIUN CyCcTaBa yallle
BOCCTaHAaBIIUBAIOTCS IIOJIHOCTBIO MEXIY ANU30JaMHU KPOBOM3IUSHUM.
Pentrenonornueckue HM3MEHEHUs] JMOO OTCYTCTBYIOT, JHOO MpPEICTaBICHBI
HavaJbHBIMU IPU3HAKAMU T€MOPUINYECKON apTpONaTUH: YMEPEHHBIM PACIIUPEHUEM
CYCTaBHOH II€JIH, HE3HAYUTEIbHBIM OCTEONOPO30M SMU(PHU30B, OTCYTCTBUEM I'PyObIX
neopmanuii. Hanbosee yacto nmopakaroTcst KOJICHHbIE, TOJIEHOCTOIIHBIE U JIOKTEBbIE
CyCTaBbI

Tabnuua 3.3 1eMOHCTpUPYET CPABHUTENBHBIM aHAIN3 MOPaXKEHUN CYyCTaBOB y
NAIMEHTOB ¢ reMOpUINEN CPeTHETHKENON U TSKENON cTeneHu B AeTckoM (n=260) u
B3pOCJIOM KOHTUHTeHTax (n=424), ¢ pa3aenenuem no tuny 3adoneBanus (I'd-A u I'O-
B).
Tadimuma 3.3. CpaBHUTEJbHBbIM aHAJIHM3 NOPAXKEHUH CYCTABOB Y MAlUCHTOB
B3POCJIOr0 U JeTCKOr0 KOHTHHICHTA ¢ reMo(puiineil CpeIHeTssKEI0H U THAKEI0H

CTeNeHH B 3aBHCHMOCTH OT (hopMBbI 3a60/1eBaHHsI M BO3PACTHOT0 acnekTa (N=684)

B3pocJibie n= 424 Jetn n=260
CpenneTtsizkénoe TeueHue: Cpennersiikéiioe TeueHme:
291(63,1%) 147(47,1%)
Crpykrypa
MOPAMEHMI Frgy A r®-B | P e -A e - B P
CyCTaBOB
ao0c. % | abc. | %0 abc. % abc. %
243 | 83,5 | 48 16,4 98 66,7 49 33.3
Konennsie 133 | 54,7 | 33 | 68,7 0,041 53 54,0 37 75,5 0,041
I;OHeHOCTonHLI 64 26,3 8 16,6 0,058 30 30,6 7 14,2 0,058
JloxTeBnIe 37 15,2 7 1145 0,312 15 | 15,3 5 10,2 0,312
Tazo6eapeHHbI 9 3,7 - - - - - - - i
e
Bcero 243 |100,0| 48 | 100,0 98 | 100,0 49 100,0 -
Tsaxénoe Tsxénoe
Taxénoe revenne n=133(29,0%) Te4YeHue Te4YeHue
n=113(%) n=0(0%) P
I'o-A I'o-B I'o-A I'o-B
115 | 86,4 | 18 | 135 113 | 100,0
Konennsie 52 45,2 50,0 0,041 70 62,0 - - -
£OHGHOCTOHHBI 25 21,7 27,7 0,032 23 20,3 - - )
JIoxTeBEBIE 23 20,0 4 22,2 0,215 20 17,6 - - --
Tazo00eapeHHBI 15 13,0 - - - - - - -
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Bcero 115 | 100, | 18 | 100,0 113 | 100,0 - - -
0

IIpumeyanue: p — cTaTUCTUYECKas 3HAUUMOCTD Pa3iIudnid JOJIEH MopakeHus cycraBa Mexay 'O A
u ['® B no Tounomy kputeputo Gumepa (2x2). 13 obuiero uyncna B3pociabix nanueHToB (n=461) u
neteit (n=312) B cpaBHHUTEIbHBIA aHAIM3 BKIIOUYEHBI TOJBKO MAlMEHTHI CO CPEIHETSKENON H
TsxkENol popmamu reMopuinnu (coorBercTBeHHO n=424 u n=260). [TanuenTs! ¢ nérkoit popmoii
3aboneBanus (37 B3pochbIX U 52 peOEHKA) B aHAIH3 HE BKIIOYAIUCH.

IIpoBen€H CpaBHUTENBHBIM aHAIU3 CTPYKTYpPbl ITOPAXKEHHM CYCTaBOB Y
MAIMEHTOB B3POCJOr0 M JETCKOr0 KOHTHMHTeHTa ¢ reMmodpunuedr A u B mnpu
CPEIHETSDKEIOM U TSHKEIOM TeUCHUH 3a00JI€BaHMS.

Kaxk BugHO 13 TabmuIs! 3.3, 171 CTAaTUCTUYECKOTO CPABHEHHMS JTOJICH TTOPaKCHHS
OT/ICJIbHBIX CYCTaBOB IpH reModmiinu A U B B KaXX0il cTpaTte MPUMEHSJICS TOYHBIH
Kkputepuil @uiepa (s TabInL CONPSHKEHHOCTH 2X2).

[Tpu cpeHeTIKENTOM TEYEHNH Y B3POCIBIX CTATUCTUYECKU 3HAUUMBIX PA3JINUUN
M0 YacTOTE MOPAXKEHUSI KOJEHHBIX, TOJEHOCTOMHBIX, JIOKTEBBIX M Ta300€IPEHHBIX
cycTaBoB Mexay remodunueid A u B He nonyueno (p>0,05). B neTckoM KOHTUHTEHTE
MIPA CPEIHETSKEIOM TEUCHUHW BBISBIECHBl PAa3JIMuMsl MO MOPAKEHUIO KOJECHHBIX
(p=0,035) u romnenocromuabix cyctaBoB (p=0,002) mexny remodbummeit A u B. [lpn
TSKEJIOM TEUYEHUH Y B3POCIBIX CTATUCTUYECKH 3HAYMMBIX PA3JIUYUU MO JIOKATU3aluN
CYCTaBHBIX TOpaKeHUU Mexay remoduineit A u B He BoisiBineno (p>0,05)

JIns 1eTCKOoro KOHTHHICHTa ¢ TsOKENbIM TeueHuem ' A craTucTHyeckoe
cpaBHeHue ¢ ['® B He npoBOAUIIOCH, TaK KaK IMAIMEHTOB C TOKENBIM TeueHueM ' @ B
B 3TOM BO3PACTHOW TPYIIIIE HET.

CrnenoBaTenbHO, MOpPAaXEHUS CYCTaBOB y MAllMEHTOB € TIeMOPWIMEH MpHU
CPEAHETSDKENOM U TSKEIOM TEUECHUHU XapaKTEPU3YIOTCS MpeodiialanieM reMouiiiu
A ¥ TNOpPEeUMYIIECTBEHHBIM BOBJICUEHUEM KOJEHHBIX CYCTABOB; T'OJIEHOCTOITHBIC
CyCTaBbl TaK)K€ OTHOCITCS K HamOoJee YacTOo MOPaKaeMbIM JIOKAMHM3AIUsAM. Y
B3pPOCJIBIX MALUHUEHTOB CHEKTP MOPAXKEHHBIX CYCTABOB IIMPE MW  BKIOYAECT
Ta300€/JpeHHbIE CYCTaBbl, TOTJAa KaK B TMPEACTABICHHBIX JETCKUX MOATPYyMIax
Ta300€/JpeHHbIC TIOPAXKEHUS HE 3aperucTpupoBaHbl. [laHHOE paziuuue MOXKeT

OoTpaXatb BO3pPACT-aCCOONMUPOBAHHOC HAKOIUICHHUC ITOBTOPHLIX TICMApTPO30B U
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IPOrpecCUpoOBaHrEe TEeMO(PHUINYECKOW apTPOINATUU C YBEITUUYECHHUEM JJIIUTEIbHOCTU
3a00JIeBaHUsA W KyMYJSITUBHOM Harpy3ku Ha cycTaBbl. IloiydeHHble JaHHBIE
NOMYEPKUBAIOT HEOOXOJIMMOCTh PaHHEW MPOPUIAKTUKH CYCTAaBHBIX OCJIOXHEHUU Yy
netedl ¢ remoduimMel, BKJIOYAas CBOEBPEMEHHYIO 3aMECTUTEIBHYIO TEpaNuio |
MEPOIPHUATHS TIO CHUKEHUIO TPAaBMATU3ALIUU, C LIEJbI0 YMEHBIICHHUS BHIPAXKEHHOCTU
apTPOIATUH Y B3POCIBIX MAIUEHTOB.

VY B3pOCIIOr0 KOHTHMHITE€HTAa NAlMEHTOB C TemMouined JIErKoe TeUYeHHe
3a0oJieBaHus BbISIBIICHO Y 37 yenoBek, B ToM uucie ['@-A 'y 29 (78,4%) u T®-B y 8
(21,6%). Y neTckoro KOHTHHTEHTA JETKas popmMa reMoDuIIuy 3aperucTpupoBanay 52
nanueHToB, B ToM umucie ['®-A y 35 (67,3%) u '®-B y 17 (32,7%). Ilo nanHbM
KJIMHUYECKOr0 00CeI0BaHUSI BBIPA)KCHHBIE MPOSBICHUS CYCTaBHOM MATOJOTUU Y
NAIMEHTOB C JIETKUM TEYEHHEM HE BBISIBISUIMCH, TIOITOMY YyKa3aHHbIC TPYIIbI HE
BKJIFOUAJIMCh B CPABHUTEIbHBIN aHAIN3 CYCTABHBIX MOPAKCHHI.

Takum 00pazoM, y MalMeHTOB B3POCIOT0 KOHTHHTEHTa C reModuinei yarie
HAOJIIOAAIOTCS MOPAKEHUs! KOJICHHBIX U Ta300€IpEHHBIX CYCTaBOB, OCOOCHHO MpH
Tsokéno (popme 3aboneBaHus. B JE€TCKOM KOHTHMHIEHTE MOPA)XEHUS CYCTABOB
IPOSIBISIOTCS TPEUMYIIECTBEHHO B KOJICHHBIX M TOJIEHOCTOMHBIX CyCTaBax, 4TO
OTpakaeT HavaJbHBIC CTAJAUU TeMapTpo3a U MPOPIIAKTUUECKUN TOTEHIINAI PaHHEN
tepanuu. [Ipeobnananne ['® - A B 00erxX BO3PACTHBIX TpyHmax MOATBEPKIAET
SIUAEMUOJIIOTMUECKYIO 3aKOHOMEPHOCTDH 3a00JIEBAHU.

OCHOBHBIE KIMHUYECKHE TMPOSIBICHUS TeMOPWINYECKON apTpomaTuu y
MAIMEHTOB ¢ TeModuiinel mpeacTaBlieHbl B Tadnuiie 3.4.

Kak mokazano B Tabmuie 3.4, CpaBHUTENbHBIM aHAIM3 KIMHUYECKHUX
MPOSIBJIICHUIM CYCTAaBHOTO CHHAPOMA BBIMOJHEH Y MAIMEHTOB CO CPEAHETSKENBIM U
TSOKENBIM TeueHueM (JI€rkue GopMbl B aHANIW3 HE BKITIoYanKch). [Ipu cpennerssxénom
TEYSHUU TeMO(IIINY YaCTOTa OTEYHOCTH CYCTaBOB Y JIeTel Oblja BhIIIE IO CPABHEHUIO
co B3pociasiMu ipu ['® B (91,8% u 50,0%; p<0,001), Torna xak npu I'® A pasnuuus
HEe JocTurayim cratuctudeckor 3HauumMocTu (100,0% u 95,9%; p=0,068).

[Ipu remopunuu B 0osieBOM CHHAPOM TIPU CPEIHETSHKEIOM TEUEHUH

JIOCTOBEPHO YaIle PerucTpUpoBaICs y JETEH 10 CpaBHEHUIO CO B3pociabiMu (87,8% u
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52,1%; p<0,001). ITpu remodrmmmu A 601€BOM CHHAPOM BBISIBIISUICS y BCEX IMAIIMCHTOB
He3aBucuMO oT Bo3pacTta (100,0% B o6eux rpynmnax; p=1,000).

OrpannueHue JABW)KEHUH TIPU CPEIHETSHKENIOM TEYEHHM CTaTUCTHYECKU
3HAUYMMO Yallle HabJII0AaIOCh Y AeTeH M0 CpaBHEHUIO CO B3pOCIbIMU Kak mpu ['d A
(99,0% u 52,3%; p<0,001), Tak u ipu I'® B (87,8% u 31,3%; p<0,001). [ToBbIIICHUE
MECTHOM TeMIepaTypbl CyCTaBOB TaKKe yalle orMevanoch y aerei mpu I'd A (76,5%
u 15,2%; p<0,001), ognako npu I'® B paznuumii Mexay A€TbMH U B3pOCIBIMHU HE
BbIsIBIICHO (79,6% u 81,2%; p=1,000).

Tadmuua 3.4. OcHOBHbIe KJIMHHYECKHE NPOSABJICHUS TreMOGUINYECKOn

apTpPoONAaTHH B 3aBUCUMOCTH OT THKEeCTH Te4eHHs 1 Bo3pacTa, n (% BHYTpH THIIA)

Kannuyeckuii B3pocasbie Jetu 0-17 jer P
CHHIPOM Cpennersikéiioe Tsxénoe TeueHne Cpennersikénoe | Tsxéno
TeyeHue TedeHHue e
TeuyeHue

ro-A ro-B ro-A Iro-B ro-A ro-B ro-A
(n=243) | (n=48) | (n=115) | (n=18) (n=98) | (n=49) | (n=113)

OtéuyHoCTD 233 24 115 18 98 45 113 <0,00
CyCTaBOB (95,9%) | (50,0% | (100,0% | (100,0% | (100,0% | (91,8% | (100,0%) 1
) ) ) ) )
Bboneoii cuaapom 243 25 115 18 98 43 113 <0,00
(100,0% | (52,1% | (100,0% | (100,0% | (100,0% | (87,8% | (100,0%) 1
) ) ) ) ) )
OrpanunueHue 127 15 79 16 97 43 113 <0,00
JIBKEHUS (52,3%) | (31,3% | (68,7%) | (88,9%) | (99,0%) | (87,8% | (100,0%) 1
) )
MecrHas 37 39 67 5 75 39 97 <0,00
TeMIeparypa (15,2%) | (81,3% | (58,3%) | (27,8%) | (76,5%) | (79,6% | (85,8%) 1
) )
MecTHoe 37 37 59 5 75 39 97 <0,00
MOKpacHeHHe (15,2%) | (77,1% | (51,3%) | (27,8%) | (76,5%) | (79,6% | (85,8%) 1
) )
T'emaTomMa MATKHX 177 39 97 9 73 33 95 0,080
TKaHei (72,8%) | (81,3% | (84,3%) | (50,0%) | (74,5%) | (67,3% | (84,1%)
) )
Peuunusupytonm 58 15 17 15 71 23 87 <0,00
e kpoBomzmsaaus | (23,9%) | (31,3% | (14,8%) | (83,3%) | (72,4%) | (46,9% | (77,0%) 1
) )
Xpomota 127 43 48 16 70 21 87 <0,00
(52,3%) | (89,6% | (41,7%) | (88,9%) | (71,4%) | (42,9% | (77,0%) 1
) )
I'emopparnueckue 55 37 37 9 63 17 85 <0,00
BBICHITTAHHS (22,6%) | (77,1% | (32,2%) | (50,0%) | (64,3%) | (34,7% | (75,2%) 1
) )
Kposoteuenus 59 39 33 9 55 10 83 <0,00

(24,3%) | (81,3% | (28,7%) | (50,0%) | (56,1%) | (20,4% | (73,5%) | 1
) )
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IIpuMeyanue: P — cTaTUCTUYECKAsE 3HAYMMOCTD PA3IMYM YaCTOTHI CUMIITOMA MEXYy 4 rpynmnaMu
(B3pocnbie/ieTH X cpenHeTsxkénoe/Tspkénoe) no kpureputo y* Ilupcona (tabmmua 4x2), TUIBI
remopwinu A u B o0be1uHeHbI

YacToTa MECTHOTO MTOKPACHEHUSI TEMATOM MSTKUX TKaHEW U PEIUAUBUPYIOIINX
KPOBOM3JIUSHUN, MO JAaHHBIM TaOmuuel 3.4.2, pa3nuyanachk MEXIY B3pOCIBIMU U
NE€TbMH, OJTHAKO XapaKTep pa3Iuyuil 3aBUCEIT OT TUIA TeMO(UINU U CTENIEHU TSKECTH.
[Ipu cpenHeTs IKENOM TEUEHUHU MECTHOE MOKPACHEHUE CTATUCTUUECKU 3HAYMMO Yallle
perucTpupoBaioch y aereit mpu remodumuu A (76,5% nportus 15,2%; p<0,001), Torma
Kak 1pu remopminu B paznuunii Mexay J€ThbMU U B3pOCIBIMU HE BBISIBICHO (79,6%
npotuB 77,1%; p=0,809). YHactora remMaToM MSTKHX TKAHEHl MpPU CPEIHETIHKEIOM
TEYCHUH HE Pa3Inyaiach MEXIy JE€ThbMU U B3pOCIbIMU HU npu remodmnnn A (74,5%
npotuB 72,8%; p=0,788), nu npu remodpuiuu B (67,3% npotus 81,2%; p=0,164).
PenuauBupytomiye KpOBOU3IUSHUS MPU CPEAHETSIKEIOM TEUCHUH JIOCTOBEPHO Yallle
HaOroanuck y aereit npu remodunuu A (72,4% npotus 23,9%; p<0,001), Toraa kax
npu remopuinu B pa3nuuusg CTaTUCTUYECKM 3HAYMMBbIMHU He Obutn (46,9% mpoTus
31,2%; p=0,146).

AHanmmM3 KIMHAYECKUX MPOSIBICHUN IMOKa3aj, 4To Mpu reMouiiuu A XpoMoTa u
FEMOPPAruueCKUe BBICBHITAHUS Yy JIETEU PErHCTPUPOBAIUCH CTATUCTUUECKH 3HAYMMO
yalie o CpaBHEHUIO CO B3POCIBIMU MpU cpeaHeTsxeIoM teuenuu (71,4% u 52,3%;
p=0,002 u 64,3% u 22,6%; p<0,001 COOTBETCTBEHHO), a TAKXKE MPHU TIKEIOM TCUECHUU
(77,0% wu 41,7%; p<0,001 u 75,2% wu 32,2%; p<0,001 coorBercTBeHHO). YacToTa
KPOBOTEUEHUI PpU reMODUITnU A Takxe Oblj1a CTATUCTUYECKH 3HAYUMO BBIIIIE Y JIeTeH
10 CPAaBHEHMIO CO B3POCIBIMHU Kak Mpu cpeanetsnkénom (56,1% u 24,3%; p<0,001),
Tak U npu Tsxenom teuenuu (73,5% u 28,7%; p<0,001). IIpu remopuminu B B ctpare
CPEAHETSHKENOTO TEUECHUSI XPOMOTa, TEMOPPArnueCKUe BBICHIIIAHUS U KPOBOTECUCHHUS
CTaTUCTHYECKM 3HAUYMMO Yallle OTMEYAINCh Yy B3pOCIHbIX, 4eM y nereit (89,6% vs
42,9%; p<0,001, 77,1% vs 34,7%; p<0,001 u 81,2% vs 20,4%; p<0,001
COOTBETCTBEHHO).

CrnenoBaTeNbHO, B XOJI€ aHAM3a KIMHUYECKUX TIPOSBICHUNA TeMODUINU

BBIAABJICHBI CTATHCTHYCCKH 3HAYMMBIC pPa3induad MCXKAY B3POCIBIMH WU JICTCKHUM
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KOHTUHTEHTOM TAIMEHTOB. Y JeTel uvarie HaOMIoAaroTCs OTEYHOCTh CYCTAaBOB,
0O0JIEBOM CHUHIIPOM, OTpPaHUYCHHE ABUKEHUN, MECTHOE IOKpPACHEHUE, T'eMaTOMBI
MSTKUX TKaHEW, PelUANBUPYIOIINE KPOBOMBIHUSHUS, XPOMOTA, T€MOpparudyeckue
BBICBIITAHKS ¥ KPOBOTCUYCHUS IO CPABHEHHIO CO B3POCIIBIMH.

Yactora HEKOTOPHIX KIMHUYECKUX MPOSBICHUN Mpu remodumivu A Obuia
COMOCTaBUMOM y B3pOCIbIX W jereil. B wyacTHOocTH, 0ONEBOM CHHAPOM MpuU
CPEIHETSDKENIOM TEYCHHH TeMO(DWInu A pPETrUCTPUPOBAICA Y BCEX IAIMCHTOB
He3zaBucuMo oT Bo3pacta (100,0% B obeux rpynnax; p=1,000). IIpu remopunuu B
(cpemHeTsKENOE TEUYCHHWE) Yy JETeH 4dalle OTMEUYalINCh OTACIbHBIC CYCTaBHBIC
nposiBIeHUs: 0TEYHOCTh cycTaBoB (91,8% y nereit u 50,0% y B3pocnbix; p<0,001),
6oneBoit cunapom (87,8% u 52,1%; p<0,001) u orpannuenue aBrkeHuit (87,8% wu
31,2%; p<0,001). ITpu sTOM MecTHOE MOKpacHeHue npu remodriuu B BcTpeuanoch ¢
COTNOCTaBUMOM YacToToOM y jgeredl m B3pociublx (79,6% wu 77,1%; p=0,809), a
reMopparuueckie BBICHIIIAHUS, HAMPOTHUB, Yallle PETUCTPUPOBAIUCH y B3POCIBIX
(77,1% u 34,7%; p<0,001).

Takum oOpa3oM, AETCKUM KOHTHHTEHT ¢ Temoduiueld mNoABepxkeH Oosee
BBIPOKEHHBIM KIIMHUYECKHUM TIPOSBICHUSAM 3a00JI€BaHUS, UTO TPEOYyET MOBHIIIICHHOTO
BHUMAaHHUS K DPaHHEW JIMArHOCTUKE, MPOQUIAKTUKE W KOPPEKIHUH CYCTaBHBIX W
TeMOpPPAruuecKuX OCJIOKHCHHA. OTH JaHHBIE HMMEIOT BAXXHOE 3HAYCHHUE IS
ONTUMH3AIUA TEpau¥ W TUIAHUPOBAHUS HAONIOACHUS MAIMEeHTOB Pa3HBIX
BO3PACTHBIX TPYIII.

CreneHb MOpakeHUsI CyCTaBOB OIpeaeNsiiu mo mkane Pettersson B Oammax
(Tabmuma 3.5).
Tadamma 3.5. CpaBHUTeJbHAsl OIEHKA CTeNeHN TMOPAa’KeHUs CYCTABOB Y
B3POCJbIX MANKEHTOB ¢ reModuianei mo mkaje Pettersson (0asjbHasi OLEeHKA

PEHTTCHOJOTHYECCKHUX HaHHbIX)

Karteropuss | Cpeanersi:kénoe, | Cpennersxéioe, P Ts:xénoe, | Taxénoe, P
Pettersson I'd A (n=243) I'® B (n=48) Iro A IroB
(n=115) (n=18)
1-3 (nérkoe) 25 (10,3%) 25 (52,1%) <0,001 | 0(0,0%) | 0(0,0%) -
4-7 103 (42,4%) 9 (18,8%) 0,002 39 15 <0,001
(ymepeHHoe) (33,9%) (83,3%)
8-13 115 (47,3%) 14 (29,2%) 0,026 76 3 (16,7%) | <0,001
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| (toxénoe) | | | | (66,1%) |
IIpumeyanue: P — cTaTUCTUYECKAsA 3HAYMMOCTD pa3JIMuui qoJiel kateropuu Pettersson mexny ['®

A u I'® B BHYTpH OHOM CTpaThl 10 TOUHOMY KpuTeputo ®uiepa (2x2)

Tabmuma 3.5 JEeMOHCTPUPYET CpPaBHUTEIBHYIO OLIEHKY CTENEHU TMOPaAKEHUS
CyCTaBOB y MalMeHTOB ¢ reModrineit A u B ¢ ucnons3oBanueM mikaibl Pettersson,
KOTOpas OLIEHUBAET PEHTI€HOJIOTUYECKHUE U3MEHEHUS B Oaliax.

AHanu3 CTETEeHU MOPAXKEHHS CYCTaBOB Y B3POCIHBIX MAlMEHTOB C TeMO(UInei
no mkane Pettersson mokaszan, 4TO MpU CPENHETSHKEIOM TeueHuu remoduinu A
HAaWMEHBIIINE PEHTTEHOJIOTHYeCKre n3MeHeHus (0ambl 1-3) BcTpedanucs y 25 u3 243
naruenToB (10,3%), Torma kak mpu remodunuu B nérkoe mopakeHHUE CyCTaBOB
orMmeuanoch y 25 u3 48 mammentoB (52,1%); paznuyusi CTAaTUCTHYECKH 3HAYMMBI
(Tounbit kputepuit Gumepa, p<0,001).

YMepeHHble U3MEHEHHs CycTaBoB (4—7 OamioB mo mkaine Pettersson) uare
BBISIBISUIMCH Y TIAIIMEHTOB ¢ reModruineil A: Takue HapyuieHus Habmoaammch y 103
u3 243 nanuentoB (42,4%). Jlna cpaBHEHMSs, cpeid MallMEeHTOB ¢ remoduineit B
yMEpEHHbIE TOpaXKeHUs1 ObLIN BBISIBICHBI JUIlb Yy 9 13 48 yenoek (18,8%). Paznuuus
CTAaTUCTUYECKU 3HAYMMBI (TOUHBIA KpuTepuil @uiiepa, p = 0,002).

Tsoxénpie cycraBabie u3MeHeHust (8—13 OamnoB) BecTpeuanmuch y 115 u3 243
nanueHToB ¢ remoduaueii A (47,3%), Torma Kkak cpeau MmaueHToB ¢ reModunrueii B
aHaJIOTMYHBbIC M3MEHeHus Habmonamuck y 14 u3 48 (29,2%). OTu paznuuus Takxke
ObLTu cTaTucTUdecku 3HaUUMbIMU (P = 0,026), 9yTO yKa3bIBaeT Ha 00Jiee BBIPAKEHHOE
PEHTICHOJIOTUYECKOE TOpaKeHHEe CYyCTaBOB Yy OOJbHBIX reMopuianein A mpu
CPEIHETSHKENOM TeUeHUHU 3a00JIeBaHUS.

Takum 00pa3oM, y B3pOCHBIX MMAIMEHTOB C TeMO(UIHUEH CpeaHeTsHKENON
CTENIEHU PEHTICHOJOTHYECKHNE U3MEHEHUSI CyCTaBOB BBIPAKEHBI 00JI€€ 3HAYUTEIBHO
npu reMounuu A no cpaBHeHuto ¢ ['®-B, npu sTom nauuentsl ¢ I'O-B yaiie numerot
NETKUEe TOpaKeHUs CycTaBoB. [Ipu TKEIOM TEUCHUM pa3IUuUs MEXTY (HOopMamu
reMoQUiINN OTCYTCTBYIOT, YTO CBHUJECTEIBCTBYET O CXOJHOW BBIPAKEHHOCTH
CYyCTaBHOW MATOJIOTUH Y B3POCJBIX BHE 3aBUCUMOCTH OT (OpMbI 3a00seBaHUsA. DTH
JAaHHbIE TOAYEPKUBAIOT, YTO TSKECTh IOPAXKEHUSI CYCTaBOB Yy B3pOCIBIX C

I’GMO(I)I/IJII/IGI‘/JI 3aBUCHUT HC TOJIBKO OT (bOpMI)I 32160JICBaHI/IH, HO N OT CTCIICHH TCUCHMI
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0oJe3HM, a paHHSS TUArHOCTUKA W MPO(IIIAKTHKA CyCTaBHBIX M3MEHEHHI OCTAIOTCS
KJIFOUEBBIMU ISl CHUYKEHUSI TSIKECTU apTPOIIATHH.

AHAJIN3 PEHTTeHOJI0TNYeCKUX NMPOsIBJICHHIT MOPaKeHUs CYCTABOB Y J1eTe ¢
remoduiueii no mkase Pettersson (Tabiumiia 3.6) mokasai, 4To CTETIEHb CYCTaBHOTO
nopaxkeHus npu remodusiuu A u B paznuyaercsi B 3aBUCUMOCTH OT TSKECTH TEUEHUS
3a00seBaHus.

AHanu3 cTereHu NMOpa)KeHUs CyCTaBOB Mo Iikaje Pettersson mokaszan, 4To y
nere ¢ remodmimend A mpeoOmananm TsokEneie uaMeHeHus (8—13 Gammtor). [pu
CPEAHETSKENOM TEUCHUH TSKENbIE TOPAXKEHUSI CYCTABOB BBISIBJICHBI Y 58 MAIlMEHTOB
u3 98 (59,2%), a mpu Tsxénom teuennu —y 80 u3z 113 gereit (70,8%).

VY nereii ¢ remodunueit B npu cpenHeTSKENOM TEUEHHHU dYallle OTMEYAINCh
JETKUE W yMEPEHHbIE W3MEHEHUS: JIETKHEe W3MEHEHUs 3aperucTpupoBaHbl y 28
nauueHToB u3 49 (57,1%), ymepennsie —y 21 u3 49 (42,9%). Tsokénble nopaxeHus
CyCTaBOB B JaHHOMW I'pyIIe HE BbISIBJIEHBI HU y oHOr0 nanuenTa (0 u3 49; 0%).

Pacnipenenenne kareropuit mmo mkaie Pettersson rnpu cpeHeTsHKENIOM TEUEHUU
CTATUCTUYECKM 3HAUYMMO paziuyaioch Mexay remodunuein A u B (y* [lupcona,
tabmmma  2x3, p<0,001), dro cBuAeTeNbCTBYeT O Oonee  BBIPAKCHHOM
PEHTIE€HOJOTMYECKOM MTOPAKEHUH CYCTaBOB y JIETEW ¢ reMOopuiIneil A Mo CpaBHEHUIO
¢ remodunuei B.

Tadimuma 3.6. CpaBHuMTeJbHAsi OLEHKAa IMOPa’KeHHs CYCTABOB Yy JeTell ¢

remouiein A u B no mkasne Pettersson B 3aBUCHMOCTH OT THKECTH TeYCHUSA

Bbanuasbl Pettersson CpenHertsizkénoe TeueHue Tamxénoe, 'O A
(n=113)
I'd A (n=98) I'd B (n=49) p
1-3 (nérkoe) 15 (15,3%) 28 (57,1%) <0,001 0 (0,0%)
4-7 (yMepeHHOE) 25 (25,5%) 21 (43,0%) 33 (29,2%)
8-13 (Tsmxénoe) 58 (59,2%) 0 (0,0%) 80 (70,8%)

IIpumeuyanue: P — cTaTUCTUYECKAs 3HAYMMOCThH pa3jIMyui pacrnpeaeseHus: kareropui Pettersson
mexny I'® A uT'd By neteit npu cpennersxénom teuennu (x2 [Tupcona 2x3)

Takum 00pazoM, CTENEeHb MOPAKEHUS] CYCTaBOB Yy JETed C reMoQuinei
JIOCTOBEPHO 3aBUCUT OT TSDKECTH Te4eHHs 3aboneBanus u ero Ttumna. Haubonee
BBIDQKCHHbIE W3MEHEHUs Mo Mikane Pettersson XxapakTepHsl sl NAUMEHTOB C
remMopuniet A, 0COOCHHO TPHU CPETHETSHKEIOM M TsDKEIOM TEYEeHUH. Y JIeTeH ¢

remopuireit B cycTaBHON CHHIPOM TPOTEKAaET OTHOCHUTEIBHO JIerde W
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COTPOBOXKIAETCSI MEHBIIICH BRIPAXKEHHOCTHIO CTPYKTYPHBIX U3MeHEeHUH. [omyueHHbIe
JAHHBIE TMOAYEPKUBAIOT HEOOXOAMMOCTh pAHHEro0 Hayajla U ONTUMHU3ALUU
PO HIIaKTUYECKON Teparnu, MPEX/Ie BCEro y MallueHTOB ¢ TeMouuinei A, ¢ 1eJblo
IpeayNpPeKICHHUS TPOrPECCUPOBAHUS TEMOPUIMIECKON apTPOIaTHH.

TsxecTh TeueHU TeMO(DUIINY OLICHUBANACH 11O KJacCU(UKAIIMN reMOGUINH 110
cTreneHu TspKecTu. [lpum 7nE€rkoM TeueHWe aKTUBHOCTh (DakTopa CBEPTHIBAHUS
cuntanack >5% - < 40%; nipu cpegHeTsHKENOM TeueHue - > 1 - <5%; npu ToKENIOM
TeueHue - <1%.

CpaBHEHHE KIIMHUYECKHUX MPOSBICHUN ¥ aKTHBHOCTH (DAKTOPOB CBEPTHIBAHUS Y
NalMeHTOB ¢ reMouiauell B 3aBUCUMOCTH OT €€ (QOpMbl U CTENEHU TSHKECTU
IpeICTaBIeHo B Tabmmiie 3.7.

AHanu3 pacnpeesieHus MalKueHToB ¢ Tremodunued (n=773) mo creneHu
TSDKECTH B 3aBUCUMOCTH OT aKTHBHOCTH (PAKTOPOB CBEPTHIBAHUS BBISBHJI Pa3IM4Hs,
KOTOpbIE 3aBUCAT OT Bo3pacTa u Tumna remoduiun. Cpenu B3pocibix (n=461) npu
remouauu A (n=387) mpeobnanana cpearersokénas Gopma — 243 nanuenra (62,8%),
Tsokénas popma ormeuanack y 115 (29,7%), nérkas —y 29 (7,5%). llpu remopunnu B
y B3pocibIX (n=74) pacnipeeneHue ObUI0 CXOIHBIM: CpeAHETsIKENast popMa BhISIBICHA
y 48 nmauuentoB (64,9%), Taxénas — y 18 (24,3%), nérkas —y 8 (10,8%); pazmuuus
MEXTy B3pOCIBIMU C reModuinneii A U B mo xareropusM TSKECTH CTaTUCTUYECKH
HesHaunMel (p=0,350; p=0,793; p=0,402).

B nerckoii rpynme (n=312) npu remopunuu A (n=228) noMuHHpOBaja TsKENas
dopma — 113 marmento (49,6%), nanee cienoBana cpeanersikénas — 98 (43,0%),
Tora Kak Jérkas popma ormeuanacek y 17 (7,5%). [Ipu remodunuu B y nereit (n=84)
npeobmamamu a€rkas w cpemHerTsbkémas dopmel — 35 (41,7%) m 49 (58,3%)
COOTBETCTBEHHO; TSKENBIE CITyYad HE PETUCTPUPOBAIUCE.

Paznuuus mexnay remodwimnert A u B B JeTckoil rpynme CTaTUCTUYECKH
3HAYUMBI I JErKoi U Tspkénoit hopm (p<0,001 mys obenx KaTeropuii) ¥ COXpaHsIOT
3HAYUMOCTh i cpeaHeTskénoil gopmbr (p=0,021). IIpu cpaBHEHHMH BO3PACTHBIX
TPYII BHYTPU TeMOGUINN A pa3Inyus BBISIBICHBI IS CPEAHETSHKEION M TSHKETOM
dopm (p<0,001), Torma kak ansa aérkou dopmsl pazaunuuii Her (p=1,000). BuyTtpu
remopmwnu B paznuuus Mexay B3pOCIHBIMH W JIETbMU 3HAYUMBI IS JIETKOW U

Tsokénon Gopm (p<0,001), HO 117151 CpeTHETSHKETON (POPMBI CTATUCTHYECKU 3HAYNMBIX
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pasznunuunii He BbIsiBlIeHO (p=0,418).

Tadmmuma 3.7. ComnocraBjieHHe KIMHMYECKMX MPHU3HAKOB W AKTHBHOCTH

(pakTOPOB CBEPTHIBAHUS Y MALUEHTOB ¢ reMo(puineil B 3aBUCUMOCTH OT THKECTH

TeyeHusl, UX opMbI M BO3PACTHOIO acnekra (n=773)

IHoka3zarennb JIérkas Cpennerskénas Taxénas
AxtuBHOCTB (axTopa (%) >5 - <40% >1-<5% <1%
B3spocasie, ' A (n=387), n (%) 29 (7,5%) 243 (62,8%) 115 (29,7%)
B3spocasie, '@ B (n=74), n (%) 8 (10,8%) 48 (64,9%) 18 (24,3%)
p (B3pocibie: D A u I'd B) 0,350 0,793 0,402
Hetu 0-17 net, D A (n=228), n (%) 17 (7,5%) 98 (43,0%) 113 (49,6%)
Hetn 0-17 net, I'd B (n=84), n (%) 35 (41,7%) 49 (58,3%) 0 (0,0%)
p (netn: T® A u I'd B) <0,001 0,021 <0,001
p (I'® A: B3pocible U 1eTH) 1,000 <0,001 <0,001
p (I'® B: B3pocnbie u aeTh) <0,001 0,418 <0,001

IIpuMeyanue: P — CTaTUCTUYECKAS 3HAYAMOCTh Pa3JIMYUM JOJEN IO KaXAOW KATETOPUH TSKECTH
(mns KaXI0M CTPOKM OTHENBHO) N0 TouHOMY Kpureputo ®dumiepa (2x2). IIpoueHTsl paccyuTaHbl
BHYTPH COOTBETCTBYIOILIETO TUIIA TeMO(DHIINH B IIPE/iesiaX BO3PACTHON TPYIIIBI

Takum oOpaszoMm, B uccimeayemor koropre (n=773) B menom mpeobiagana
cpenHeTspkénas popma reMoUITuU, 9YTO COXPAHSIIOCh KaK Y B3POCIIBIX, TaK U Yy JACTe
(3a cuét HamboubLIeH nonu Kateropuu >1 - <5%). YV B3pocabix npu remopuinu A u
B nomunupoBana cpegnersikénas dopma (62,8% u 64,9% COOTBETCTBEHHO), TOrAa
KaKk y JeTed mpu reMopuiauud A OTMEUYajgoch CMEINICHHE CTPYKTYphl B CTOPOHY
TsOKENBIX popM (49,6%), a mpu remodruinu B Tsoxénbie ciaydan HE perucTpUpPOBAIICH
(0,0%) npu oTHOCHUTEINILHO O0JIee BBICOKOU J0iie AETKuX Gopm (41,7%).

BrisBrieHHBIE pa3iuuus 3aBUCAT OT THMa reMoQUIuu W BO3pacTa: Hambosee
BBIPA)KEHBI MEKTHUIIOBBIE PA3NIUyMs B AETCKOM rpyIe (BKIOYas JErKY0 U THKETYIO
dopmel, p<0,001; cpeanersnkémyto popmy, p=0,021), a Takke BO3pacTHBIC pa3THUHUS
BHYTpU Temopuiauu A s cpeaHeTspkénod u Tsokénod dopm (p<0,001). Dtm

3aKOHOMCPHOCTH OTpPaXaroT KJ'H/IHI/IKO-6I/IOJ'IOFI/ILICCKYIO HCOAHOPOAHOCTb TCUCHUSA
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3a0oneBaHns U TpeOyloT yu€Ta Npu CTpaTUUKAUU TMAlMEHTOB IO PUCKY H
NIJJAHUPOBAHUM 3aMECTUTENBHOMN TEPAITUH.

AHa/IM3  PEHTreHOJIOTHYEeCKMX M  KOMIBITEPHO-TOMOrpaduyecKux
NPU3HAKOB reMo(pUJINMYECKO APTPONAaTHU Y B3POCJAbIX NanueHToB (n=461) B
cooTBeTcTBUH ¢ Kinaccupukammenn Arnold—Hilgartner BpIsiBHII 4€TKYI0 3aBHCHMOCTD
cTaauu 3a00JIeBaHuUs OT BO3pAcTa MAlMEHTOB U TUMAa reMO(pUIny.

B wuccnemyemoit B3pocioit rpymnme 372 mnanuenta (80,7%) oTHOCWIHCH K
BO3pacTHOM Kateropuu 18-45 ner, a 89 mamenTtos (19,3%) — k rpynmne crapiue 45 Jer.
B Bo3pactHoii rpynme 18-45 ner 3apeructpupoBanbl 320 narueHToB ¢ rTeModuianein A
u 52 mamuenta ¢ remodunuerr B, B rpymme crapme 45 mer — 75 mamueHTOB C
remopunueit A u 14 nanueHToB ¢ remoduinueit B.

B cTpykType remodunnyeckoi aprponaTui y ManueHTOB ¢ TeModuineii A B
Bo3pacte 18-45 ner (n=320) I cragus (panHss, QyHKIIMOHAILHAs) BhIsABIeHa y 106
nanueHToB (33,1%). PeHTreHonoruyecku y OSTHUX MAIlMEHTOB CYCTaBHAas IIEJb
COXpaHEeHa, KOCTHBIE CTPYKTYPbI HE 1e(POPMUPOBAHBI, OCTEO(PUTHI U CyOXOHAPATHLHBIC
KHUCTBI OTCYTCTBYIOT.

Il cranust (HayanbHBIE CTPYKTYpHBIE M3MEHEHHUs) AuarHoctupoBaHa y 109
nanueHToB (34,1%). g 3Toil craguu XapakTepHbl YMEPEHHOE CY)KEHUE CYyCTaBHOM
menu 10 50% u HavanbHBIE KpaeBble KOCTHbIE H3MEHEHHUs 0e3 BbIpaKEHHOU
nedopMalii CyCTaBHBIX TOBEPXHOCTEH.

III cragus (pa3BépHyTas apTponaTusi) BeisiBieHa y 74 mauueHToB (23,1%) u
COMPOBOXK/IANIACHh BBHIPAXKEHHBIM CYKEHHEM CyCTaBHOM Iienu Ooinee yem Ha 50%,
nedopmalreil CycTaBHbIX NOBEPXHOCTEN U (POPMUPOBAHNEM KOCTHBIX pa3pacTaHU.
IV cragus (TepmuHanbHas) yctaHoBieHa y 31 mamuenta (9,7%) u XxapakTepu30Baliach
pPE3KUM CyXeHHEM MO0 OTCYTCTBHEM CYCTAaBHOW IIeiau, Tpyboi aedopmaimeit
CYCTaBHBIX MTOBEPXHOCTEN U (POPMUPOBAHUEM KOCTHOT'O aHKUJI03a

(Tabnuia 3.8).

Tadumma 3.8. PeHTreHosloru4ecKkue M  KOMIBIOTEPHO-TOMOIrpaduuyeckue
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NPU3HAKH APTPONATUH Y B3POCJIbIX MANUEHTOB ¢ reMo(puJineil B 3aBUCMMOCTH OT

cTaaum 3adoJieBanus (mo kiaaccupuxamuu Arnold—Hilgartner) (n=461).

CTagum U peHTreHoJIOTHYeCKue 18-45, IT'® 18-45,T®d | >45, TP A | >45,TD B
MPU3HAKH A (n=320) B (n=52) (n=75) (n=14)
I (panusisi, pyHkumona bHast) 106 (33,1%) | 22 (42,3%) | 6 (8,0%) 1(7,1%)
CycraBHas 1mens coxpaneHa. Koctasie
CTPYKTYpHI Oe3 nedopmanmu,
0CTeO(PHTOB H, CyOXOHIPAIHHBIX KHUCT
Il (HaYaabHBIE CTPYKTYPHBIE 109 (34,1%) | 18 (34,6%) | 18 (24,0%) | 3 (21,4%)
M3MeEHEHN):
YMepeHHOe Cy)KEHHE CyCTaBHOW IIEITH
(mo 50%). HaganbHbIe KpaeBble KOCTHBIC
U3MEHEHUsI, 0e3 BBIpKECHHOU
JedopMaliy CyCTaBHBIX MOBEPXHOCTEH.
III (pa3BépHyTasi apTPONATHS) 74 (23,1%) 10 (19,2%) | 28 (37,3%) | 6 (42,9%)
BripaxxeHHOE Cy)Ke€HHE CyCTaBHOU IIEIH
(6onee 50%). edopmarus CycTaBHBIX
HOBEPXHOCTEH, KOCTHBIE Pa3pacTaHus,
NPU3HAKH XPOHUYECKOTO apTpo3a.
IV (TepMuHaNLHAs CTAAUA) 31 (9,7%) 2(3,8%) | 23(30,7%) | 4(28,6%)
Pe3koe cyxeHne WM OTCyTCTBHE
cyctaBHOM menu. ['pybas nedopmanms
CYCTaBHBIX TOBEPXHOCTEM, KOCTHBII
AHKHJIO3.
Hroro 320 52 (100,0%) 75 14
(100,0%) (100,0%) (100,0%)
Cpasnenue pacnpeznesenus craaui (I-1V) P

I'D A: 18-45 vs >45 (2x4) <0,001

' B: 18-45 vs >45 (2x4) 0,002

18-45:TD A vs '® B (2x4) 0,373

>45: TP Avs 'O B (2x4) 0,984

[IpuMeuaHne: p — CTATHCTHYECKAs 3HAYMMOCTD PA3IIHUMil pAaCIIpe/IeIeHHs CTa M IO KPHTEPHIO >
[Tupcona (2x4). I1pu ManbIx 0KUJAEMbIX YaCTOTaX — TOYHBIN KpuTepuid Durepa

Takum 00pazoM, pe3ysbTarhl, MpeACTaBICHHbIC B Tabmule 3.8, yKa3blBalOT Ha
BBIPAKEHHYIO BO3PACTHYIO aCCOLMAMIO CTaJAui reMOo(pHINYecKOW apTpomaTuu Mo
knaccupukanum Arnold-Hilgartner y B3pocnbix mauueHtoB. Bo Bo3pacTHoil rpymnmne
18-45 ner npeobnananu pannue crtaauu (I-11), Torna kak y nauueHtoB crapiue 45 et
CYIIECTBEHHO Yallle PETUCTPUPOBAIKCH Pa3BEPHYThIC U TepMuHanbHble ctaguu (I11-
IV), xapakTepusyromuecs: BRIPaKEHHBIM CYy)KCHHEM CYCTaBHOU ImIemH, AedopMalimeit
CYyCTaBHBIX IIOBEPXHOCTEM M NpPHU3HAKAMH XPOHHUYECKOrO apTpo3a. YKa3aHHbIE
pa3IuuMs CTATHCTUYECKU 3HAYUMMBI Kak rpu remodummu A (y? 2x4, p<0,001), Tax u
npu remodumnu B (y? 2x4, p=0,002) B CBA3U C MaJIOi YHCIEHHOCTHIO IIOATPYIIIIEI

nanueHToB crapiie 45 et (n=14).
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JlomuHMpOBaHne TeMOGUINK A BO BCEX CTaAMsAX 3a00JeBaHUS OTpakaeT e€
00J1€€ BBICOKYIO pacpOCTPaHEHHOCTD B MOMYJISILIMKA U TOAYEPKUBAET HEOOXOAUMOCTD
paHHEH TUAarHOCTUKH, TUHAMUYECKOr0 peHTreHonornyeckoro u KT-MoHutopunra, a
TaK)K€ CBOEBPEMEHHON KOPPEKIMU 3aMECTUTEIbHON Tepanuu C IEeNbl0 3aMeJICHUs
POTPECCUPOBAHUSI CYCTaBHOTO TIOPAXKEHUS W TPEIOTBpAIICHUS] WHBATUIU3AIIAN
NAlUEHTOB.

AHaJIN3 PEHTIreHOJIOTMYEeCKUX MPU3HAKOB MOPA’KEeHHUs CYCTABOB Y JieTel C
remMo(riiei B 3aBUCMMOCTH OT BO3pacTa MOKa3zall YETKYI0 BO3PACTHYIO SBOIIOIHUIO
U3MEHEHU — OT MPEUMYIIECTBEHHO (YHKIMOHAIBHBIX HApYIICHUH B MIIAJIINX
BO3PACTHBIX TPYIMIaxX K TOSBICHUIO EIWHUYHBIX CTPYKTYPHBIX TIPU3HAKOB B
OAPOCTKOBOM Bo3pacte (Tabmuia 3.9).

B rpynmne nereit 1-5 ner xak npu remodriuu A, Tak ¥ npu remodpuwinu B
JTOMUHUPOBAIM  (PYHKIIMOHAJIbHBIE HW3MEHEHUS, TMPEACTABICHHBIC BBIIOTOM H
pacmpenneMm cycraBHou menu (75,0% u 80,0% coorBeTcTBEHHO). CTPYKTYpHBIE
PEHTIE€HOJOTUYECKHE TPU3HAKH (CYKEHHUE CyCTaBHOM IENIH, HEPOBHOCTh CYyCTaBHBIX
MOBEPXHOCTEH, CYOXOHJpalibHble HW3MEHEHHsS) B JIaHHOW BO3pPAacTHOW rpyrie
OPaKTUYECKA  HE  BBIABISUIMCh, UYTO  CBHUJETENBCTBYET 00  OTCYTCTBHUH
c(hOpMHPOBAHHOTO XOHIPATHHO-KOCTHOTO MTOPAKECHHUS.

Y nereii 6-12 seT coxpansioch npeodnaganne GyHKIHOHATBHBIX H3MEHEHUH,
OJIHAKO OTMEYAJOCh TMOSBJICHHE €AMHUYHBIX PAHHUX CTPYKTYPHBIX IPHU3HAKOB.
YacToTa BBINOTA ¥ paCHIMPEHUs CYCTAaBHOM IIeTU CHIDKaNach (42,9% npu reMmodunuu
A u 40,0% npu remodunuu B), OTHOBPEMEHHO PETHCTPUPOBAIHCH TIEPBBIC CIydan
YMEPEHHOTO CYKeHUS cycTaBHOU 11enu (4,3% u 2,2%), cyOXOHIpaIbHON OCTEONIEHUN
(5,7% wn 4,3%), a TakKe eAMHUYHbIE MPU3HAKA HAYAJIbHOW MEPECTPOMKU CYyCTaBHBIX
MOBEPXHOCTEH. OTH HW3MEHEHUS HOCWJIM OTrPAaHWYECHHBIM XapakTep © He
COTIIPOBOXKJIANIMCH TPyOOH aedopManreit cycTaBoB.

B noapoctkoBoii rpynme 13-17 JieT BBISBISUIOCH JalbHEHINICE CHIKCHHE
4acTOThl GYHKIMOHAIBHBIX MpOosiBIeHU (BbIOT — 16,7% npu remoduuu A u 17,4%
npu remopuin B) u TOsIBICHHE CTPYKTYPHBIX PEHTTCHOJIOTHYSCKUX H3MECHCHHH,
OTpaXKaIOIUX HavdalbHBIC CTaMUU (popMUpOBaHUS reMOPUINIECKON apTponaTuu. B
3TOM BO3PACTHOM TpyNIe PErMCTPUPOBAIUCH YMEPEHHOE U BBIPAKEHHOE CY)KEHHE

CyCTaBHOW TIIIENIM, HEPOBHOCTh CYCTAaBHBIX IIOBEPXHOCTEU, CYOXOHIpaJIbHAS
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OCTEONEHHMsI, EAUHHYHBbIE CyOXOHIpaNbHbIE KHCTBI M NpHU3HAKU Jedopmanuu
snuduzoB. Ilpu 3TOM Bce CTPYKTYpHbIE HM3MEHEHUS HOCWIM EAUHUYHBIA WM
MaJO4YacCTOTHBIA XapakTep M BbIABISUIMCH HECKOJBKO Yalle y IMAalueHTOB C
remoduiueit A mo cpaBHeHHUIO ¢ remoduueit B.

JJ1st BceX BO3pACTHBIX IPYII OCTEO(UTO3 U aHKHUIIO3 HE OBLIIM XapaKTEepPHBI, UTO
MOATBEPKIAET OTCYTCTBHUE BBIPAXKEHHBIX JIET€HEPATUBHO-1€CTPYKTUBHBIX U3MEHEHHM
CyCTaBOB B J€TCKOM BO3pacTe.

Taoanua 3.9. PeHTrenoJiornueckne NPpU3HAKHA MOPAKEeHUs CYyCTABOB Y JieTeil ¢

reMo(puineil B 3aBHCUMOCTH OT Bo3pacrta, n (%)

Pentrenonornyeckuii 1-5 ger 6-12 et 13-17 aer
NPHU3HAK I'o A IroB Ir'o A Ir'oB Ir'o A I'oB
(n=40) (n=15) | (n=140) | (n=45) (n=48) (n=23)
Brmmor, pacmmpenue 30 12 60 18 8 4
CYCTaBHOM 1IN (75,0%) | (80,0%) | (42,9%) | (40,0%) | (16,7%) | (17,4%)
YMepeHHoe CyKeHue 1(2,5%) | 0(0,0%) | 6(4,3%) | 1(2,2%) 5 2 (8,7%)
CYCTaBHOM IIEJIH (10,4%)
BripakeHHOE CyKeHHE 0 (0,0%) | 0(0,0%) | 0(0,0%) | 0(0,0%) | 1(2,1%) | 0(0,0%)
CYCTaBHOM IEIHU
HepoBHOCTE CyCTaBHBIX 0 (0,0%) | 0(0,0%) | 0(0,0%) | 0(0,0%) | 4 (8,3%) | 2 (8,7%)
MMOBEPXHOCTEN
CyOxoHapanbHas 2 (5,0%) | 1(6,7%) | 8 (5,7%) | 2 (4,4%) 5 2 (8,7%)
OCTEOIICHUS (10,4%)
CyOxoHApaTbHbIE KACTHI 0 (0,0%) | 0(0,0%) | 1(0,7%) | 0(0,0%) | 2 (4,2%) | 1 (4,3%)
(eIMHUYHBIE)
Hedopmanus 0 (0,0%) | 0(0,0%) | 1(0,7%) | 0(0,0%) | 2 (4,2%) | 1 (4,3%)
a1 (pU30B/CyCTaBHBIX
MTOBEPXHOCTEU
OcTteoduTtsl 0(0,0%) | 0(0,0%) | 0(0,0%) | 0(0,0%) | 1(2,1%) | 0(0,0%)
AHKMII03 0(0,0%) | 0(0,0%) | 0(0,0%) | 0(0,0%) | 0(0,0%) | 0(0,0%)

[pumeuyanue: B TaOIUIIe TPEACTABICHBI a0COMIOTHBIE 3HAYEHUSI U OTHOCHTENbHAS 4acToTa MPU3HAKOB (N,
%) B COOTBETCTBYIOIIMX BO3pacTHBIX rpymmax. [IponeHTsl paccunTaHbl OT OOINEro 4WCiia MAlUEHTOB B
KaXI0¥ MOATpYIIIe TI0 TUITY TeMOQIIHH

Takum 00pa3zoM, pEHTI€HOJOTNYECKUE MPU3HAKH MOPAXKEHUSI CYCTAaBOB Y
AeTeil ¢ reMopuInel UMEIOT BRIPAKEHHYIO BO3PACTHYIO 3aBHCHMOCTh. B Mumaammx
BO3PACTHBIX IpyImax MpeodsanaoT (GyHKIMOHAIbHbIE U3MEHEHUS, 00YCIOBIECHHBIE
OCTPBIMU M MOBTOPHBIMU FeMapTpo3aMu, 0€3 GOpMUPOBaHUS CTOMKUX CTPYKTYPHBIX
NOBPEXKICHUN. B MOAPOCTKOBOM BO3paCTE MOSBIISIFOTCS IEPBBIE PEHTI€HOJIOTUYECKUE
IIPU3HAKU CTPYKTYPHOT'O MOPAXXEHUsSI CYCTAaBOB, OJTHAKO OHM HOCST OIPaHUYEHHBIN U
HavyaJbHBIN Xapakrep. boyee BbICOKAst 4aCTOTa OTAEIBHBIX CTPYKTYPHBIX H3MEHEHUI

y AeTell ¢ reMopuineil A yka3pIBaeT Ha TEHJICHIIUIO K Oosiee paHHEMY (POPMUPOBAHUIO
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apTponaThu 1Mo cpaBHeHUIo ¢ remodunuer B. [lomydyeHasie qaHHBIE TTOATBEPIKIAIOT
BaXHOCTH PaHHEH MPO(PHIIAKTUKY reMapTPO30B U TMHAMHYECKOTO JTy4EBOTO KOHTPOJIS
IUISl IPEAYTIPEKICHHS IPOTPECCUPOBAHUS CYCTABHOI'O IMMOPAKEHUS.

I'emapTpo3 y nereit oTiMyaics OCTPbIM TEYCHUEM, COMPOBOXKIAICS OOJEBBHIM
CUHIPOMOM U TPUIYXJOCTbIO, HOCWJI MPEUMYUIECTBEHHO (YHKIMOHAIBHO
00paTUMBIN XapakTep U XapaKTEPHU30BAJICS MHUHUMAJIbHBIMU PEHTICHOJIOTMYECKUMU
U3MEHEHUSIMH, TOrJIa KaK y B3pPOCHbIX MAallMEHTOB OH, KaK MPABUJIO, Pa3BUBAJICS HA
(oHE XPOHUYECKOTO OPAKEHUSI CYCTAaBOB M UMET OoJiee TSHKENIO0e, MPOrpecCupyromee
TEUECHUE, COMPOBOXKIABIIEECS PA3PYLICHUEM U BEIPAKEHHBIM HCTOHUEHUEM XPSIIIEBOM
TKaHW, CY)XCHHEM CYCTaBHOW Imenu, (QOpMUpPOBAaHHEM CYOXOHIPAIbHBIX KHCT,
OPO3UBHBIMH HM3MEHEHUSMH KOCTHOW TKaHH, pa3pacTaHHeM OCTEOUTOB W

nereHepauHeﬁ MCHHCKOB.

3.5. YabTpacoHorpaguyeckue nNposiBJeHUs NOPAKEHUI CyCTABOB Y MAMEHTOB C

FeMO(l)l/IJII/Ieﬁ B 3aBHCHMOCTH OT TSKeCTH TeueHHUs 3a00,1eBaHUs

B xoxme ynbTpacoHorpauyueckoro o0cCieOBaHUS B3POCIBIX NALMEHTOB C
pa3sIUYHOM  TSHKECThIO  TEUEHUS  reMopuiauud  ObUIO0  yCTAaHOBJIEHO,  YTO
yJIbTpacoHOTpaUUYECKU METOJ 00JIalaéT BBICOKOH YYBCTBUTEIHHOCTHIO B
BBISIBIICHUU PAaHHUX MPU3HAKOB MTOPAXKEHUS CYCTaBOB.

VY bTpacoHorpadueckoe UCCIIe0BaHIE CYCTaBOB OBLIO BHIMOJIHEHO Y MAI[IEHTOB
¢ reMourmet A u B, pactipeienéHHbIX M0 TSKECTH TeUeHUs 3a00JIeBaHUS CIIEAYIOIIUM
00pazoMm: 1pu JIETKOM TeueHuu oOcnenoBanbl 7 U 10 MaryeHToB COOTBETCTBEHHO, MPU
CpemHETSHKENOM — 23 W 23 malueHTa, a Npu TSHKEIOM TEUEHUU — 27 MAlUEeHTOB C
remouiren A u 26 naiyeHToB ¢ reModuireit B.

Y nauueHTOB ¢ Jérkoi opmoii 3a00eBaHus dXorpapuyecKue N3MEHEHHUS
HOCWIA TPEUMYIIECTBEHHO €AWHUYHBIA M (QYHKIMOHAJIbHBIA Xapakrep. Tak,
AMU30UYECKUE TEMAPTPO3bI PETUCTPUPOBAINCH y 6 U3 7 MAIUEHTOB ¢ reModuneit A
(89,7%) n yumb y 2 u3 10 manuenTos ¢ remodmmueit B (20,0%), uro yka3biBaeT Ha
0oJiee BHICOKYIO CKJIOHHOCTD K CYCTaBHBIM KPOBOUBIIMSHUSIM MpU TeModuiinu A gaxe

npu J€rkoMm TedeHuH. Cpeau CTPYKTYPHBIX H3MEHEHHMN Mpeo0ianano Haludue
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KUIKOCTH B TIOJIOCTH CyCTaBa, BhIsIBJICHHOE Y 2 mareHToB ¢ remodunueit A (30,0%)
u y 2 mamueHtoB ¢ remodumueit B (15,0%), a Taxke yToJIEHHE CHHOBUAILHOM
000104KkH, oTMeueHHoe y 2 manueHToB (23,0%) ¢ remodunueit A u y 1 nanuenra
(9,0%) ¢ remoduiueit B. JlaHHbIe NPU3HAKH OTPAKAIOT HAYAIbHBIC MPOSBICHUS
PEaKTUBHOTO CHHOBHUTA 0€3 (POPMUPOBAHUS CTOMKUX CTPYKTYPHBIX U3MEHEHHUIA.

IIpu cpenHersikéaoM TedeHHe reMoPuiInK HAOIIOJANOCH CYIIECTBEHHOE
yBEJIUYCHHE JaCTOTHI MaTOJIOTHYECKUX aXorpapuIecKux MIPU3HAKOB,
CBUCTENHCTBYIONIEE O MEPEX0/ie K XPOHUUECKOMY BOCIAIUTENbHO-IECTPYKTUBHOMY
nmpoueccy B cycraBe. [IoBTOpHBIE reMapTpo3bl BBISBISUINCH Y 14 U3 23 mauueHToB C
remopmmmeit A (63,0%) u y 11 u3 23 mammentoB ¢ remodmmeir B (49,0%).
OnHOBpeMEHHO BoO3pacTajia 4YacToTa MPU3HAKOB XPOHHYECKOTO CHHOBHTA,
nuarHoctupoBaHHoro y 12 manuentoB (53,0%) ¢ remodunueit A u 'y 10 manueHToB
(45,0%) ¢ remo¢unueit B. Kpome Toro, y manueHTOB JaHHON TPYIIBI OTMEUYAINChH
yTOJIIEHUE cycTaBHOM Karcysbl —y 10 manuenTtoB (43,0%) ¢ remoduiueit A u'y 8
nanueHToB (33,0%) c remoduueit B, a Takke pazpacranre CHHOBHAIBLHON 000JI0YKH
¢ (ubpO3HBIMU U3MEHEHUSMH, BBISIBIEHHOE Y 5 marueHToB (23,0%) ¢ remodumeit A
u y 2 naruenToB (9,0%) ¢ remoduiiueit B. 1ty usmeHnenus orpaxarotr GopMUpOBaHUE
CTOMKOIO0 XPOHHUYECKOTO BOCHAIUTENBHOTO IIpoliecca ¢ HadanoM (GuOpo3Hon
MIEPECTPONKH CYCTAaBHBIX CTPYKTYD.

Y nanMeHTOB € THAKEIBIM TedeHueM 3a00JIeBaHUs yIbTPA3BYKOBasi KapTHHA
COOTBETCTBOBaJIa  CPOPMHUPOBABIIECHCA  TreMOPUIMYECKOM  apTpOmaTuu  C
BBIPAKEHHBIMU CTPYKTYPHBIMU M JIET€HEPATHUBHO-JAECTPYKTUBHBIMUA HU3MEHEHUSIMHU
cycraBoB. Jledopmaiusi CycTaBHBIX MOBEPXHOCTEH peructpupoBanach y 25 uz 27
nanueHToB ¢ remoduiuein A (93,0%) u y 11 u3z 26 nanuentoB ¢ remodunueii B
(43,0%). dubpo3HBIC BKIIOUEHUS B MOJOCTH CYCTaBa BBIABIILINCH y 25 MAI[HCHTOB
(91,0%) ¢ remodrueii A u'y 10 manuentos (40,0%) ¢ remodunueii B, a pacuupenue
cycraBHOW monoctu — y 24 mamueHtoB (89,0%) m 10 manmentoB (37,0%)
COOTBETCTBEHHO. YacTo BHU3yaIM3UPOBAINCH KPOBOMBIHUSHUS B CHHOBHAIBHYIO
000JI0YKYy B BHUJE THUIEPIXOIEHHBIX ydacTkoB — y 23 manueHToB (85,0%) c

remopmmmet A u y 9 maruentoB (33,0%) ¢ remodunmeit B. Tlpu3Haku KocTHOM
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JNECTPYKIIMM W  CHIDKCHHUS MUHEPAIBHOW IUIOTHOCTH TaKXE BCTPEYAIHCH
MPEUMYIIECTBEHHO MPU reMODUiInu A: MEIKOOYaroBble JECTPYKIIMH KOCTHON TKaHH
BoIsiBNIeHBl Y 21 manuenta (77,0%) ¢ remodunueit A u y 8 mauuento (29,0%) c
remopunueit B, nuddy3usbiii octeonopos — y 16 nauueHTtoB (59,0%) u 7 marueHToB
(25,0%) coorBeTcTBeHHO. VI3MEHEHHMS CBSI30YHOIO ammapara, BKJIOYas €ro
yTOJNIIEHHUE U CHI)KEHHE DXOTCHHOCTH, (PUKCUPOBAJIHMCHh Yy Oojiee YeM MOJIOBUHBI
NalueHToB ¢ Tsokénoi remoduueit A (15 mauuentoB — 55,0% u 14 nmanueHToB —
53,0%), Toraga xak mpu remodminyd B naHHble MPU3HAKH BBIABISIINCH 3HAUUTEIHHO
pexe (mo 6 mamueHtoB — 23,0%). dopmupoBaHHE OCTCOPHUTOB TaKXKe YaIe
perucTpupoBanock mpu remobuanu A: kpaeBeie — y 13 marmumentoB (49,0%),
BeIpakeHHBIC — Y 13 maruenTos (47,0%), Toraa kak npu remodumuu B —y 5 (19,0%)
u 3 (10,0%) narueHToB cooTBeTCTBEHHO (Tabdauia 3.10).

Crnegyer OTMETUTh, YTO MPHU JIETKOM TEUEHWU TeMODUINU SMHU30UYECKHE
reMapTpo3bl JOCTOBEPHO Yallle BBIABISUIMCH y TMAalMEHTOB C reModuineil A 1o
cpaBHeHUIo ¢ remodmmeit B (79,0% npotus 17,0%; p = 0,018).

IIpu cpenHeTsHKENOM TEYEHUH CTATUCTUYECKUA 3HAYMMBIX Pa3/IMuUil MEXKIY
rpyIIiaMy MO 4acTOTE€ XPOHUYECKOro CMHOBHUTA He BhIsBIEHO (53,0% u 45,0%; p =
0,54).

[Tpu Tsx€MoM TedueHnun 3aboseBanus AeQopMallis CyCTaBHBIX TOBEPXHOCTEH
3HAYUTENFHO Yallleé PETUCTPUpPOBATIACh y marueHToB ¢ remodunueit A (93,0%) mo

cpaBHeHUIO ¢ remoduuent B (43,0%; p <0,001) (tabauma 3.10).

Tadmmuna 3.10. YasTpacoHorpadguyeckue NPHU3HAKH IOPAKEHHUS CYCTABOB Yy
nauMeHToB ¢ remopuiaued A u B B 3aBHCHMMOCTH OT TSKECTH TeYEHUS

3a00J1eBaHuA (a0COTIOTHOE YUCJI0 MALMEHTOB M 10Jis1, %)

YabTpaconorpagpuuecKkuii Jlérkoe Cpennerskéioe Tsaxénoe
MPU3HAK A (n=7) B p A B P A B p
(n=10) (n=23) | (n=23) (n=27) | (n=26)
Onu30MYeCKUe MOBTOPHBIC 6 2 0,015 14 11 0,540 0 0 1,000
reMapTpo3sl (89,7%) [(20,0%) (60,9%) |(47,8%) (0,0%) | (0,0%)
Hanryne >XUIKOCTH B OJOCTH 2 2 1,000 0 0 1,000 24 10 <0,001
cycraBa (28,6%) |(20,0%) (0,0%) | (0,0%) (88,9%) | (38,5%)
VToieHne CHHOBUAIBHON 2 1 0,536 12 10 0,768 0 0 1,000
000JI0UKH (28,6%) |(10,0%) (52,2%) |(43,5%) (0,0%) | (0,0%)
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XpOHUYECKUIT CHHOBHUT 0 0 1,000 12 10 0,768 0 0 1,000
(0,0%) | (0,0%) (52,2%) |(43,5%) (0,0%) | (0,0%)
YTomimeHne cycTaBHON 0 0 1,000 10 8 0,764 0 0 1,000
KaICyJIbl (0,0%) | (0,0%) (43,5%) |(34,8%) (0,0%) | (0,0%)
Paspacranue CHHOBHAIBLHON 0 0 1,000 5 2 0,420 0 0 1,000
00011049KH ¢ GUOPO3HBIMU (0,0%) | (0,0%) (21,7%) | (8,7%) (0,0%) | (0,0%)
U3MEHEHHAMU
Jedopmaliust CycTaBHBIX 0 0 1,000 0 0 1,000 25 11 <0,001
TIOBEPXHOCTEH (0,0%) | (0,0%) (0,0%) | (0,0%) (92,6%) | (42,3%)
®OuOpO3HBIC BKIIOUCHUS B 0 0 1,000 0 0 1,000 25 10 <0,001
MOJIOCTH CYCTaBa (0,0%) | (0,0%) (0,0%) | (0,0%) (92,6%) | (38,5%)
Pacmupenue cycraBHOM 0 0 1,000 0 0 1,000 24 10 <0,001
MTOJIOCTH (0,0%) | (0,0%) (0,0%) | (0,0%) (88,9%) | (38,5%)
KpoBouznusiaus B 0 0 1,000 0 0 1,000 23 9 <0,001
CHHOBHAJIBHYIO 000JI0UKY (0,0%) | (0,0%) (0,0%) | (0,0%) (85,2%) | (34,6%)
(THIIepIXOTEeHHBIE YIaCTKH)
Menkoo4yaroBbie IeCTPYKIUN 0 0 1,000 0 0 1,000 21 8 <0,001
KOCTHOH TKaHH (0,0%) | (0,0%) (0,0%) | (0,0%) (77,8%) | (30,8%)
[Mpuznaku auddysHoro 0 0 1,000 0 0 1,000 16 7 0,029
0CTEOIopo3a (0,0%) | (0,0%) (0,0%) | (0,0%) (59,3%) | (26,9%)
VYTomnmenne CBI309HOIO 0 0 1,000 0 0 1,000 15 6 0,020
anmapara (0,0%) | (0,0%) (0,0%) | (0,0%) (55,6%) | (23,1%)
CHMKEHHUE 3XOT€HHOCTH 0 0 1,000 0 0 1,000 14 6 0,048
CBSI304YHOTO aImapara (0,0%) | (0,0%) (0,0%) | (0,0%) (51,9%) | (23,1%)
KpaeBbie ocTeohuTs 0 0 1,000 0 0 1,000 13 5 0,037
(0,0%) | (0,0%) (0,0%) | (0,0%) (48,1%) | (19,2%)

IIpumeuyanue: P — cTaTUCTHUECKAs 3HAUMMOCTD pa3InyMil yacToThl npu3Haka Mexay ['® Aul'®d B
BHYTPH Ka)XXJIOM CTENEHH TSHKECTH Mo TOUHOMY kputeputo Durepa (2x2). IIpoueHTs paccunTaHbl
OT N B COOTBETCTBYIOIIECH MOArpyIIIIE

Takum 00pa3oMm, CpaBHHUTEIBHBIN aHAIHW3 yJIbTPACOHOTPAPUUIECCKUX TAHHBIX
MOKa3aJl, YTO HAMOOJBIINE MEXKIPYIIOBBIE pPA3MUUUg MEXKAy remowimedt A u
remodreil B BRISIBISIOTCS TIpH TSHKEIOM TEUSHUH 3a00JIeBaHMS. YiKe MPH JIETKOM
TEYCHUN TeMODUIUN DINU30IUYECKHNE TOBTOPHBIE TeMapTPO3bl JOCTOBEPHO 4allle
PETUCTPUPOBANKCH TIpH TeModruinu A 1o cpaBHeHHUIO ¢ remodunueit B (6/7 (85,7%)
u 2/10 (20,0%); p=0,015). [Ipu 3TOM 1O OTAENBHBIM 3XOTrpaUUecKUM IMpU3HAKAM
PEaKTUBHBIX M3MEHEHMM (HaJu4Me >KUJIKOCTH B TIOJOCTH CYCTaBa, YTOJIICHHE
CUHOBHAJILHOW O0OJIOYKHM) CTATUCTUYCCKHA 3HAYUMBIX Pa3IMUUi MEXKTY THIIAMU TIPH
JErKOM T€UEHUHU He BhIsIBIEHO (p>0,536).

[Ipu cpenreTsHKETOM TedeHNH 3a00JIeBaHUS YaCTOTa XPOHUIECKOTO CHHOBHUTA,
YTOJIIICHUS CYCTaBHOM Karcyibl U PrOPO3HBIX H3MEHEHUI CHHOBHAIBHON 00O0JIOUKH
Mex Ty Temoduaueii A u B cratuctiudeckn 3Ha4MMo He pazsmyanack (p=0,420-0,768),
YTO YKa3bIBA€T HA COMOCTABUMYIO MPEICTABIIEHHOCTh ATUX YJIbTPAaCOHOTpaprIecKmX

IIPU3HAKOB B JAHHOW CTpATE.
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Hanbonee BbIpak€HHbIE pa3auyusl MEXAY TpynnaMyd YCTAHOBIEHBI IIPHU
TSOKEIOM TEYEHUW TeMO(UIIMU: y TalUeHTOB ¢ remoduiueir A 3HAYMMO yare
BBISIBISUTUCH  JiehopMaliisi CyCTaBHBIX IOBEpXHOCTEH, (PUOpO3HBIE BKIIOUEHHS,
pacuIiipeHrue CyYCTaBHOM TOJIOCTH, TPU3HAKK KPOBOMBIUSHUN B CHHOBHAIBHYIO
000JI0YKy M MEJIKOOo4aroBod KocTHOW gectpykuuu (p<0,001), a Takke wyartie
peructpupoBaiuchk npusHaku auddysznoro ocreomoposza (p=0,029) u KpaeBbIX
octeoputoB (p=0,037). DOTu [aHHBIE OTpa)xkarOT Oo0Jiee BBICOKYID YacTOTY
CTPYKTYPHBIX M3MEHEHUHW TMPH TSKEIOM TEUECHUU TeMOPWIHH A TIO CPaBHEHHIO C
remounueii B.

3.6. YacTroTa M Xapakrep OCI0KHEHMH reMO(HJINH Yy NMALUEHTOB B YCJIOBHUAX
JIETHEr 0 ce30Ha

BrlsiBIIeHO, UTO MAIMEHTHI ¢ TeMO(IIIMENH pearupyroT Ha U3MEHEHHUS TTOTOJHBIX
YCJIOBHM: B KapKUU IIEPUOJI T'OJIa YaCTOTa U CTPYKTYypa OCJIIOKHEHUM BO3PACTAIH 110
CPaBHEHUIO C XOJIOJHBIM BPEMEHEM T0J1a.

[IpoBenéHHbIe Hay4yHBIE HCCIICIOBAHMS TMOATBEPXKIAAIOT, UYTO CKIOHHOCTh K
reMO(UJIbHBIM KPOBOTECUEHHUSIM YBEIWYUBACTCA MPU HU3MEHEHUM KIUMaTHYECKHUX
yCJIOBUHM peruoHa npeObIBaHUsI.

N3ydeHne CTPYKTyphl OCIOXHEHUW Yy MallMeHTOB c remoduiaued A u B
MOKa3aJio, 4TO Kak mpu remoduinu A, Tak u npu remodunuu B Hambonee gacTto B
KapKHUH IEPUOJI TOAa PETUCTPUPOBATMCH TAKUE OCIOXHEHHMSI, Kak TeMapTpo3bl (79,0%
npotuB 17,0%), remarombl Markux tkaneu (77,0% mnpotuB 15,0%) u crioHTaHHbIE
kpoBoteuenus (67,0% nporus 15,0%).

OcoKHEHHS BTOPOTO YPOBHS BCTPEUYAEMOCTH MpU 00eux popMax reMopuInu
BKJIIOYANIM CyOKOHBIOHKTUBaNIbHbIE kpoBomsnusaus (37,0% u 7,0%), xemyaodHo-
KUIIeuHbIe KpoBoTeueHus (22,2% u 5,7%), BuyTpuuepenubie kpoBousnusaus (3,0%
u 1,0%) HaOMoganuCch 3HAYUTENIBHO PEKE U 3aHUMaJIM BTOPOCTEIIEHHOE MECTO B

CTPYKTYypE OCIIOKHEHUH (pUCYHOK 3.3).
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Pucynok 3.3. CTpyKTypa ¥ 4acTOTa OCJI0KHEHHUI Y NALMEHTOB ¢ reMopuinei

Takum o0pa3om, B JKapKHil IEPHOJ] F0/Ia YaCTOTa OCJIOXKHEHUHN Bo3pacraja o
CPaBHEHHMIO C XOJIOHbIM BpemeHeM. Haunbosee pacnpocTpaHEHHBIMU OCIIOKHEHUSMU
reMoQWINKM  SIBJSUIUCh TE€MapTpO3bl, T'eMaTOMbl MATKMX TKAaHEW, CIOHTAHHbIE
KPOBOTEUEHHUSI, TOrJa KaK CYOKOHBIOHKTUBAJIbHBIE KPOBOUBJIMSHUS, KEIyJOYHO-
KHUIIIEYHBIC KPOBOTCUCHUS M BHYTPUUECPEITHBIC KPOBOUBIUSHUS BHICTYIIATH HA BTOPOM
UIaH.

Ciyyail U3 KIMHUYECKON NMPAKTHKH.

bonbnoun I'. 1., 24.12.2001 rona poxaenus, ;xuteib paiiona Hocupu Xycpasa,
cena [laxtaabaa, rocnuTaqu3upoBaH B remartosiormueckoe otaenenue ['Y HMIIPT
«IMudobaxmr» 11.10.2022 u Bemucan 11.11.2022.

C nuarnozom: remoduius «By, cpenneTskénas craaus, B CTaluu 000CTPEHHUSL.

OcnoxxHeHue: apTpoIaThs KOJICHHBIX U JOKTEBBIX CYCTaBOB. MeEKMbIILIEUHAs
reMaroMa MpaBo roJIeHHU.

bonpHOII B CO3HAaHMM, OTBEYAaET HA BONPOCHI IOJHOCTBIO W MPABUIIBHO.
[utoBuIHAS Kee3a HeBeNnuKa. [[paBUIIbHO MOHUMAET OKPYKAIOLLYIO CPEy U BPEMS.
[Tatonornueckux pedueKcoB HET.

2Kamo6p1 605HOTO TTPU TOCHUTANTHM3AIMHN: 00111ast cTa00CTh, BSUIOCTh, TOJIOBHAS
00JIb, CHWJKEHUE alMeThTa, O0JU B KOJEHHBIX U JIOKTEBBIX CyCTaBax, OrpaHUYECHHE
JIBH>KCHUS B HUX.

M3 anamnezis morbi: cuutaer cebOsa OOJBHBIM C AETCTBA, HAXOOUTCS IIOJ
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HaOJI0IEHNEM Bpada-remarosora ¢ Auarno3om remo¢uius "B". PerynspHo nomxydaer
aMOyJlaTOpHOE U CTallMOHApHOE JICUeHHE Yy Bpada-reMarosiora. lIpuHHMaembie
JIEKapCTBEHHbIE cpelcTBa — PEKOMOMHAHTHBIE dakTopsl KpOBH,
KPOBOOCTaHAaBJIMBAIOIINE npenaparsl, aHaJIbT € TUKH, KPUOTIPCIIUITATAT,
3aMOPOKEHHAsI CBIBOPOTKA U Jp. YXYJIIEHWE COCTOSIHUS B MOCJEIHIO HEJENI0 OH
OTMEYaeT MocJie yCcusieHus: 00Jeit 1 KPOBOTEUEHUSI U3 HOCA, B CBSA3U C UeM OOJIbHOM
OBUT TOCHUTATU3UPOBAH B T€MATOJIOTMYECKOE OT/ACICHHE.

N3 anamnezis vitae: 60JbHON OBUT TPETHUM PEOEHKOM, POIUBITUMCS B CEMbE
paboyero W BBIPOCIIMM B OTHOCHUTEIIBHO OJIATOMOJYYHBIX MAaTepUaIbHO-OBITOBBIX
ycioBusiX, oOpazoBanue cpemnee. OmuHokmii. M3 mepeHecEHHBIX 3a00JIeBaHUI
ormeuaer — rpunn. TyOepkyné3 um BeHepuueckue 3a0oieBaHus y ce0s W CBOHMX
POJICTBEHHUKOB OTpuIllaeT. HermepeHOCUMOCTH JIeKapCTB HET.

Status praesens. OO1iiee cocTOsTHUE OOJBHOTO TSIKENIOE, TSIKECTh COCTOSHUS
oOycioBlieHa OCHOBHBIM 3abosieBaHueM. Koxa u crnusuctbie 000JIOUYKH OJieTHBIE.
[Tepudepuyeckue numbaTuuecKkue y3iabl HE YBEIHUYCHBI.

[ToaKOXHO-KUPOBOH CIIOW PACIIPENEIIEH PABHOMEPHO.

Co cTOpOHBI OMIOPHO-/IBUTATEIHLHOTO anmnapara 0OHapyKeHbl — aHKUII03 KOCTEH
3aIsICThs M JIOKTEBOTO cycTaBa. OTEKOB HET.

[Ipu ayckynbTaiuu 1Erkux onpeaensieTcs Be3uKysapHoe apixanue. CepieuHbie
TOHBI SICHbIE, pUTMHUYHBIC;, paboTa cep/illa He HapylleHa. ApTepUalibHOE JaBJICHUE —
110/70 MM pt. c1., ynbc — 80 yaA./MUH, PUTMHUYHBIA, TOJHBIA, PAaBHOMEPHBIH,
OJIMHAKOBBINM Ha 00enx pykax. f3bIK uncThbiid. JKUBOT MsTKUN, 0€3007€3HEHHBIN MpU
nanenanuu. [leyeHp u cene3€Hka He MATBNUPYIOTCS, pa3Mepsl nedeHu o Kypnopy —
Ox8x7 cMm. Cryn perynspHbiii. O6nacTh modyek 0€3 MaTOJOTHYECKUX H3MEHEHUH,
NOYKM HE MNalbNUpyrOTcs B Tpe€x mnonoxeHusx. Cumnrom I[lactepHaikoro
OTpHULIATETBHBIN ¢ 00enx cTopoH. Moueunciyckanue cBo0o1HOe, 6€300JIe3HEHHOE.

JlaGoparopHubie uccienoBanus: rpynna kposu — III, pesyc-nmonoxxutenbHbIi
(+). O6wmuii ananus kpoBu ot 12.10.2022: spurporutsl — 2,50%10'%/1, reMornoOun —
60 r/n, uBeroBoi mnokazarenb — 0,72; tpomOorutel — 180*109/1; nmeWkomuUThl —
8,40*109/m, so3unodunsl — 1,0%; mumdonutel — 12,0%; morouuTs — 2,0%; COD —

15 mm/u. B nunamuke (18 okts16ps 2022 r): spurporutst — 3,10*1012/71; remornooun
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— 66 1/71; IBeTHOM TToKa3atesb KpoBH — 0,63 ; TpoMOonuTel — 353*109/11; nefikonuTh —
7,50%109/n; a03unoduns — 1,80%; numdonutst — 24,50%; morouutsl — 5,60%; COD
— 38 MM/4.; oT 28 okTs10ps 2022 1.: sputpouutsl — 3,40*1012/11; remornobun — 76 1/,
IIBETHOM TOKa3arenb KpoBu — 0,67; TpomOouutsl — 436*109/71; nedkomuThl —
8,30*109/m; so3unodunsl — 1,0%; mumponmter — 13,10%; monomuTel — 9,30%; COD
— 63 Mm/4ac.

OOmmii aHaIM3 MOYH: BET — KENTHIN; TPO3PavyHOCTh — Mpo3padHas; pH — 6,0;
oenok 0,066%; rir0K03a — OTpULIaTEIbHAS; KETOHBI — OTpULIATEIbHbIC; OMIUPYOUH —
OTPHULIATETBHBIN; YPOOUIMHOTEH — B MpEesiax HOPMbI; OTHOCUTENIbHAS INIOTHOCTD —
1010; ToHKMY >nMTENMK B Ipenapare — Majlo; HEU3MEHEHHBIE DPUTPOLUTHI B 30HE
3panus — 1-2; merdkonuTsl — 12-13, He 3HAYUTEIIFHOE KOJIMYECTBO OKCAJIaTOB.

Komnporpamma — kaj Ha stifiia IIUCT OTPUIATEIbHBIM.

buoxumuyeckue aHaau3bl KPOBU:

Koarynorpamma ot 11 okts06ps 2022 r.: mporpoMOuHOBBIN nHIEKC — 38,20%,
nporpombunoBoe Bpems — 21,3 cekynasl; MHO — 1,91; ¢pubpunoren — 6,0 r/i; AIITB
— 96,1, rpombunOBOE Bpems — 17,0; Ounupyoun, neu€HouHble (EPMEHTHI, MOYEBHHA
¥ KpeaTUHUH B TIpejieniax HopMel, paktopa [X — 2,8%.

CIIU - otpunarensubii; AHTH-HCV — otpunarensHsii; HvsAg -
oTpuuarenbHbii; RW — orpunarenbHsiil.

CB/: cunycoBbiii putMm. CeplieuHbiii puTM ObICTpBIA — 92 ynapa B 1 MunHyTy.
Ocb cepana 6e3 OTKIIOHEHUH, CHUXKEHUE MTPOLIECCOB PEMOJISIPU3AIIHIH.

Ha pucynke 3.4 mnpencraBieHa KapTMHA TeMapTpo3a MPaBOro KOJECHHOTO

CyCTaBa U MCKMBIIIICYHBIX T'EMAaTOM MATKHUX TKaHeHn IIpaBoro 6ezxpa.
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Pl/lcyHOK 34. KaanHa reMapTpo3a nmpaBoro KOJI€HHOro cycraBa 1 ME;KMbIIIECYHBIX TreMaTOM

MATKHX TKaHel npasoro 6eapa y nauuenta I.111., 2001 roga poxaenus

7z 7 ([ TN P

Pucynok 3.5. Kapruna remaprpo3a npaBoro KOJIeHHOI0 CycTaBa M KPOBOTO4YAIAs reMaToMa

13 MATKHX TKaHel npasoro 0eapa y manuenra I'.III., 2001 roxa poxxaenunst

_ - —

Pucynok 3.6. Kapruna peHTreHorpaMmsl ¢ Npu3HaKamMu remaprposa y nanuenra I'.III., 2001

roja poKaeHus
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Pucynok 3.7. Aprpoconorpadgusi reMaToMbl IPABOr0 KOJEHHOI0 CYyCTaBA NepeaHei

noBepxHocTU npaporo oeapa nmanuenta I'.111., 2001 roaga po:xxnenus

OcMoTp cnenuanucToB: OONBHOW  OCMOTpPEH J.M.H., Tpodeccopom
Mycradaxkynosoit H.U., xk.m.H., nouentoM kadenpsl Xomkuenoii I'.b., 3aBegyrommm
otaenenueM PaxumoBsiM b.P., Bpauom-remaronorom Paxmarossim M.K., xupyprom.

B otnenenuun nomyuan: gaxktop cBEpThiBaHus KpoBH [X — B/B, mepBoHaYanbHAs
no3a ME/kr. 50-60. 25-40. 60—70. 30—40. HQumuuon 12,5% - 4,0 n/B, nedorakcum
1,0x2 pa3a B/B, 3aMOpOKE€HHas 1a3Ma, Kpuonperunurar B go3e 15-20 ME /kr. B/B,
3p. Maccy, TpaHekcaMoBas kuciiora 5,0 B/B.

[Tocne neuenus y OOJBHOTO HAOIIOATIOCh KIMHUYECKOE U JIaDOpaTOPHOE
yay4iieHre. bonbHON B OTHOCUTENBHO YAOBIECTBOPUTEIBHOM COCTOSIHUY BBIIIMCAH HA
aMOyJsiaTopHOE JiedeHue 1o/ HabJIIoIeHUE reMaToJiora.

Pexomenganum:

1. Ocreperarbcsi GU3MUECKUX HArPy30K M CKBO3ZHSIKOB.

2. HabGmronenue reMaTosora U y4acTKOBOT'O Bpaya.

3. IToBTOpHBINA 0OcMOTp remartonora ot 11.12.2022.

Takum 00pa3oM, CBOEBpEMEHHO OKa3aHHAas MOMOIIb MAMEHTy ¢ reModunei

B IIpUBCJIa K KJ'II/IHHKO-J'Ia60paT0pHI>IM U PCHTTCHOJOTHUYCCKUM YIIYUIICHUAM.

3.7. Cocrosinue mnoka3zarejieii nepudepuvyeckoidi KpPOBH Yy MaNUEHTOB C

remoduimen

[Ipu remoduiii B OCHOBHOM 3a CUET HAJMYHUS TEMOPPAruyecKkoro CUHApoma
BCTPEUAIOTCSI AaHEMUU PA3TUYHON CTETIEHU TKECTH.
CpaBHeHue nokazaTesel nepudpepuueckoil KpoBU y NalMeHTOB ¢ reModuiineit

B 3aBUCHUMOCTH OT ()OPMBI U TSKECTH 3a00JIeBaHUA TPpUBEACHO B Tabmwmie 3.11.
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Tadamuma 3.11. I'emaToJsiormyeckue NoKa3aTejad y B3POCJAbIX MNANMEHTOB C

reMouiineil B 3aBHCUMOCTH OT (p)OPMBI U THAKECTH 3200J1eBAHUS

IToka3zarean I'o A I'o A IroB IroB p
cpeaHeTszKEn0e TAKET0€ cpeaHeTsKEI0e TAKET0€
(n=243) (n=115) (n=48) (n=18)
DPUTPOIUTHI 2,91[2,61-3,15] | 2,30[2,11- | 3,08[2,67-3,37] | 2,67 [2,15- | <0,001
x10"2/n 2,48] 2,92]
I'eMoriio6uH /11 84,9 [80,1-89,7] | 55,0 [49,4- 96,9 [92,6- 71,1[65,2- | <0,001
59,8] 102,7] 75,1]
Petukynomurer % | 0,27 [0,25-0,29] | 0,23 [0,19- | 0,29 [0,27-0,31] | 0,26 [0,20- | <0,001
0,26] 0,29]
TpoMOGOIHTEI 255,6 [230,3- | 261,8 [233,7- | 214,4[183,4- 233,0 <0,001
x1079/n 283,0] 282,6] 240,3] [163,7-
274,8]
JleitkouThI 7,5[6,8-8,2] 8,6 [7,6-9,5] 7,6 [4,8-9,4] 9,4 [8,7- <0,001
x1079/n 11,1]
[MaoukosaepHbIC 2,6 [1,7-3,5] 2,6 [1,7-3,7] 2,5[1,3-3,6] 2,9[2,0-3,4] | 0,897
HelTpoduisl %
Cermenrosinepunie | 55,6 [51,1-58,7] | 55,4 [51,7- | 55,8 [52,1-60,0] | 52,2 [48,2- | 0,085
HeWlTpoduibl % 58,4] 55,4]
Jlumdoruter % 34,6 [32,1-38,2] | 34,6[31,2- | 36,4[31,8-40,2] | 34,4[30,8- 0,917
38,7] 40,2]
Monouuts! % 7,9 [7,4-8,6] 9,1[8,0-10,3] 8,0 [7,1-8,7] 8,9[7,1- <0,001
10,6]

IIpumeuanue: P — cTaTUCTUYECKas 3HAYMMOCTh pa3IU4Mi MOKa3aTessd MeXIy 4 He3aBUCUMBIMU
rpynnamu (kputepui Kpackena-Yomnuca), pe3yipTaTsl IONAPHBIX CPAaBHEHUI NPUBEJEHBI B TEKCTE

Pe3ymnbTaThl mokaszaiy CHIKEHUE MTOKa3aTeseil SPUTPOIIUTOB U TeMOTIO0NHA BO
BCEX Tpymmax, Haubojee BBIPAKEHHOE NPU THKEIOM TEUYEeHUH. Y TMAalMEHTOB C
TOKEMOM remModpunuer A 3HAYEHHS TeMOrjoOMHa ObUTM HUXE, 4YeM TIpHu
cpennetsokénot remodpmmmu A (p_adj<0,001), amamormuno mpu remodunuu B
(p_adj<0,001). Ilpu cpaBHeHuu TsKENBIX ¢GopMm remobunuu A u B ypoBeHb
remMorjo0rHa OB CTaTUCTUYECKU 3HAaYUMO Hike nipu remoduuu A (p_adj<0,001),
YTO YKa3bIBaeT Ha 00Jiee BRIPAKEHHBIM aHEMUYECKUN CUHIPOM MPHU TSHKETOM TEUSHHH,
0COOCHHO Mpu reMopuiiuu A.

JIst SpUTPOLIMTOB pazIuuus MEXAYy TSKEION M cpeaHeTskEnon (gopmamu
coxpaHsuiuch Kak npu remodpunuun A (p_adj<0,001), tak u npu remodpunuu B
(p_adj=0,048), Torma kak pasziduue MEXIy TsKEIoNM remoduameit A u TSxKETOM
remopunreit B mociae mompaBku Holm He pocturano ypoBHS CTaTHCTHYECKOM

sHaunmoctu (p_adj=0,052).
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YpoBeHb pETUKYJOIWTOB BO BCEX TPYNIax OCTABAICS HHU3KUM U HE
JEMOHCTPUPOBAT PETUKYJIOIUTO3a, OJIHAKO MEXIy 4 TpynmamMu BbISBICHBI
cratucTuuecku 3Hauumble pasnuuus (Kpacken-Yommuc, p<0,001). Ilpu Tsoxénom
TEYCHHUU PETUKYJIOIUTHI OBLIIH HIKE TTI0 CPABHEHHIO CO CPETHETSHKETBIM TEUCHUEM KaK
npu remodpunun A (MauH-YutHu ¢ momnpaBkod Holm, p adj<0,001), tak u npu
remopuniuu B (p adj=0,013). OrcyrcTBue peTukyaonuTo3a Ha GoHE aHEMUU MOMKET
OTpakaTb OTPAHMUYEHHYIO KOMIIEHCATOPHYIO aKTHUBALMIO IPUTPOII033a, BOZMOXKHYIO
pons aeduuMTa Kene3a, XPOHUYECKOTO BOCIMAJICHHUS W AIUTEIBHBIX MOBTOPHBIX
KPOBOIIOTEPb.

KonunuecTtBo TpoMOOIMTOB BO BCEX MOATPYMIAaxX HAXOAWJIOCh B Mpenenax
pedepeHcHbIX 3HaueHHi. [Ipu ATOM pasznuums Mexay 4 TpymnmamMu CTaTHCTHYECKU
sHauuMbl (Kpacken-Yommuc, p<0,001), rmaBHbIM 00pa3oM 3a cy€T 0oyiee HUBKUX
3Ha4YeHUU B Tpynne reModunnu B mpu cpenHeTsskEIoM TEYEHUH MO CPABHEHHIO C
remodunueit A ipu cpennetsbkénom Tedenuu (p_adj<0,001). BuyTpu kaxmoit popmbl
reMo(UINH TMPU MEPEX0Je OT CPEAHETDKENOTO K THKEIOMY TEYCHUIO TOCTOBEPHBIX
paznuuuii mo TpomOonuTaM He BbIsBIeHO (p_adj=0,764), uyto corjacyercs c
KOaryJIonaTH4YeCKUM XapaKTepOM reMOpparuaeckoro CHHAPOMA.

OOmiee uucaO JIEUKOUWTOB W YPOBEHb MOHOLMUTOB pPa3MYaIUCh MEXITY
rpynnamu  (Kpacken-Yomme, p<0,001 g1 oboux mnokazareneil), Torga Kak
nokasarenyd (GopMysbl KPOBHU IO MATOYKOSIEPHBIM HEUTpodmiaM U JTUMQPOIHUTaM
octaBanuch conocraBuMmbiMu (p=0,897 u p=0,917 cooTBETCTBEHHO), a IO
CErMEHTOSIIEPHBIM HeHTpoduiiamMm oTMeuanach HeocToBepHas Tenaennus (p=0,085).
OTU pe3ysbTaThl HE MO3BOJSIOT JIeNlaTh KaTErOPUYHBIM BBIBOJA 00 OTCYTCTBHUH
BOCHAJIMUTENIbHBIX WM3MEHEHUN, OJIHAKO BBIPAKEHHBIX CIBHUIOB JIEHKOIUTAPHOU
(dbopMyIIBI IO TIPE/ICTABIEHHBIM MOKA3aTeNsIM HE BBISIBJICHO.

Takum oOpazoM, y mMamMeHTOB ¢ TeMo(uiueld BBISBICHBI BhIPAKECHHBIC
M3MEHEHUs TOKa3aTeneil KpacHOW KPOBH, CTENEHb KOTOPBIX HAMPSMYIO 3aBHUCHT OT
TsoKeCTH 3a00eBanus. Tsokénbie hopmbl remoduinnu A u B xapakrepusyrorcs 6osiee
BBIpQXKCHHOW aHeMHed, MNpu dSToM Haubonee HEOIArompuaTHbIE MOKa3aTeNn

3apETUCTPUPOBAHB Y TAIMEHTOB C Tsokémor remodummeit A. Ilokazarenu
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JAEUKOLUTAPHOTO U TPOMOOIIMTAPHOTO 3BEHHEB KPOBU CYLIECTBEHHBIX OTKJIOHEHUH HE
JEMOHCTPUPYIOT, UYTO MOATBEPKIAaeT BeAyllyld poiib Jedunura (HakTopoB
CBEpPTHIBAHUS B IATOreHe3e remopparumyeckoro cusiapoma. Iloseimenne COD mpu
TSOKENBIX (POpMax OTpakaeT XPOHUYECKUH XapaKTep MaToJOTMYECKOro Mpouecca u
€ro CUCTEMHOE BIIMSHHUE.

3.8. CocTosiHMe reM0oCTa3a B 3aBUCUMOCTH OT TSI?KECTH Te4eHHsl, 0CHOBHBIX (hopm
remopuaInu

W3ydenne remoctasza y MaMeHTOB ¢ TeMOQUIHEH MOKa3aio, YTO MPH THKEIOM
TedeHuu 3aboneBaHusi, pa3Butum JIBC-cuHApOMAa, MACCHUBHBIX KPOBOTEYEHHUSX M
TeMOJIITIOINH, HE3aBUCUMO OT (POpMBI TeMOGUINH, OTMEUAIOCh CHU)KEHHUE YPOBHS
TpoMmOoruToB, D-mumepa, ¢udbpunorena, TIII, T u dakropoB cBEPTHIBaHUS, TIPU
stoMm BCK ocraBanics yanmmuéHHbIM. B TO e BpeMsi, B THIIMYHBIX CITy4asX reMOQHINU
JAHHbIE [TOKA3aTeNH, KaK MIPAaBUJIO, COXPAHSAIOTCSA B Mpeiesiax Hopmbl [31].

Y  manueHToB ¢ reMopuiIMEdl = TeMOpparuyecKuii  CHUHAPOM  MOXKET
IPOrpeECCUPOBATh M3-3a TPAH3UTOPHBIX PACCTPOMCTB arperaliioOHHOW CHOCOOHOCTH
TPOMOOIIMTOB, KJIMHUYECKH KOTOpPbIE TMPOSBISIINCH B BHJE TIE€MOPPArduYeCKUX
BBICBIITAHUM U KPOBOTEUYEHHS U3 PA3IMYHBIX OPraHOB, B BUE BBIPAKEHHON OBILIKH,
c1ab0CTH, HETOMOTaHHUsI, TOJIOBOKPYKEHHS K reMOopUIn4ecKoil aprponatuu [34].

B cBs3u ¢ HepaBHBIM 00BEMOM CPaBHUBAEMbIX HE3aBUCUMBIX Ipynn (n=243 u
n=48) 1JI OLIEHKU MEXIPYIIIOBBIX PA3INUUil TpuMeHsuics t-kputepuid CThIOIEHTa C
NOMPAaBKOM Y53i4a, TMO3BOJIAIOIIMN YYUTHIBATh BO3MOXKHYIO HEOJHOPOIHOCTD
aucnepcuid. KpuUTHUYeCcKuil ypOBEHb CTaTUCTHYECKOM 3HAYMMOCTH IPUHUMAIICS
paBHbIM p<0,05.

CpaBHuTeNIbHbIE JaHHBIE NOKa3aTelleld reMocTa3a y OOJbHBIX reMo(uivel B
3aBUCHUMOCTH OT CTENEHU TSKECTU U (OpMbl 3a00JI€BaHUS MPE/ICTABICHBI B TAOIHIIE
3.12.

AHanu3 nokasaresnei CuCTeMbl FeMOCTa3a y MalueHTOB ¢ reMOopUINel cpeaHe
CTEINeHH TsKecTH (n=291) BBISIBIII 3HAUUMbIE HAPYIICHUSI IO CPABHEHUIO C TPYMIION

310poBbIX Jull (Tabmuma 3.12). YV mamueHToB ¢ reModuiaved CpelHel CcTerneHu
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TskecTH (n=291) o cpaBHEHHIO C KOHTPOJIEM OTMEYAIIOCHh CHUXKEHHUE SPUTPOILIUTOB U
reMorJIoOOMHAa: B KOHTPOJBHOHM Tpyrime 3putrpouutsl 4,51 [4,21-4,85] x10"12/n u
remorio0un 146,4 [138,6-152,5] r/n, npu remodumun A sputporutsi 1,57 [0,56-2,38]
x10"12/n u remornobun 59,0 [54,3-63,8] r/n, npu remodunuu B sputporuts 2,73
[2,29-3,11] x10"12/n1 u remoriooun 78,4 [70,1-86,0] r/m; paznudus Mex Iy TpyIiaMu
crarucTruecku 3Haunmsl (p1-2<0,001; p1-3<0,001; p2-3<0,001).

AYTB 6but0 yayuaeHo: KoHTpodib 29,0 [28,6-29,4] ¢, remodunus A 38,0 [37,7-
38,4] ¢, remoduaus B 37,0 [36,8-37,2] ¢ (p1-2<0,001; p1-3<0,001; p2-3<0,001).

Taoimna 3.12. Iloxka3aresu cucreMbl IeMOCTa3a y B3POCJIAbIX MALNMEHTOB C
remoguiiMen CpeHe CTeNEeHU TAKECTH B 3aBUCUMOCTH 0T KJIMHHU4YECKO (popMbI

(n=291) Me [Q1-Q3]

IMoka3atens | 3m0poBbIe ro A IroB p pl-2 pl-3 p2-3
(n=30) |(n=243) p2| (n=48) p3
pl

DPUTPOIUTEI, 4,51[4,21- | 1,57 [0,56- | 2,73 [2,29- | <0,001 | <0,001 | <0,001 | <0,001

x107M2/n 4,85] 2,38] 3,11]

I'emorioOuH, 1/11 145,2 59,1 [54,6-|79,0[71,0-| <0,001 | <0,001 | <0,001 | <0,001
[137,0- 64,0] 85,0]
151,5]

AYTB, ¢ 29,0 [28,6- |38,0[37,7-|37,0[36,8-| <0,001 | <0,001 | <0,001 | <0,001
29,4] 38,4] 37,2]

D-numep, HI/1 554,2 532,4 516,7 <0,001 | <0,001 | <0,001 | <0,001
[547,7- [526,0- [504,8-
562,7] 539,1] 525,9]

I'emarokput, % | 37,5[36,8- | 30,0 [27,9- | 33,6 [31,2- | <0,001 | <0,001 | <0,001 | <0,001
38,7] 31,8] 35,6]

BCK, mun 3,4 [2,3- 4,7 [3,9- 3,9[3,6- | <0,001 | <0,001 0,070 <0,001
4,4] 5,6] 4,2]

TpoMOOIHTHI, 2879 257,0 245,2 <0,001 | <0,001 | <0,001 | <0,001

x1079/n [264,3- [252,0- [237,7-
338,6] 262,0] 252,3]

Cpenuuii 00bEM 10,71 10,30 10,70 <0,001 | <0,001 0,772 <0,001

TPOMOOIIUTOB, [10,60- [10,27- [10,59-

(1)) 10,81] 10,33] 10,81]

TpombuHoBOE 18,1[17,2- |17,3[17,1-| 17,3 [17,2- | <0,001 | <0,001 | <0,001 0,942

BpeMsi, C 18,8] 17,5] 17,4]

BPK, ¢ 106,4[99,1-| 129,9 114,4 <0,001 | <0,001 | <0,001 | <0,001
112,0] [125,4- [109,6-

134,4] 120,8]

TIIT, ¢ 517,2 548,1 539,8 <0,001 | <0,001 | <0,001 0,002
[504,6- [534,5- [529,1-
526,1] 563,2] 550,5]

I, % 123,6 119,9 120,2 <0,001 | <0,001 0,027 0,844
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[118,6- | [116,5- | [L114,7-
132,8] 123,5] 126,1]
DHOpHHOTEH, 307,0 309,5 313,7 | <0,001 | <0,001 | <0,001 | 0,016
Mr/z [306,0- | [303,3- | [305,6-
308,1] 315,3] 322,7]
®axtop VIIL, % | 152,0 |43,1[40,8-|57,1[44,8-| <0,001 | <0,001 | <0,001 | <0,001
[132,9- 45,3] 49,1]
174,1]
®axtop IX, % 1218 | 83,3[76,0- | 93,1 [90,7- | <0,001 | <0,001 | <0,001 | <0,001
[102,4- 89,9] 95,2]
139,7]

IIpuMeyanue: P — CTaTUCTUYECKAass 3HAYUMOCTb PA3NIMUMKA Mexay rpynnamu no U-kpuUrtepuro
Manna-Yurtnu (pl-2, pl-3, p2-3) u no kpurepuro Kpackena-¥Yomuca (p mist 3 rpyrm)

AxtuBHocTh ¢aktopa VIII cocraBmia 152,0 [132,9-174,1]% B kouTpone, 43,1
[40,8-45,31% nipu remodpuiiu A u 47,1 [44,8-49,1]% npu remoduuu B (p1-2<0,001;
p1-3<0,001; p2-3<0,001). AktuBHOCTH pakTopa IX cocraBmna 121,3 [102,4-139,7]%
B KoHtTpone, 83,3 [76,0-89,9]1% mnpu remopunuu A u 93,1 [90,7-95,2]1% mnpu
remouauu B (p1-2<0,001; p1-3<0,001; p2-3<0,001).

Yposens D-mumepa cocraBun 554,2 [547,0-562,7] Hr/i B KOHTPOJIBHOM TPYIITIE,
532,0 [526,0-539,1] ur/n — y narueHToB ¢ reModumeid A u 516,7 [504,8—525,9] ur/n
— ipu reModuu B.

YpoBeHb remaTokputa cocraBui 37,5 [36,8-38,7]% B KOHTPOJIBHOHM TPYIIIE;
30,0 [27,9-31,8] — y mammenToB ¢ remodumueit A u 33,6 [31,2-35,6]% — remodminn
B, a Bpemsa cBEépThiBaHMsl KpoBU coctaBwio 3,4 [2,3—4,4] MUH, 9YTO CTaTUCTHUYECKH
3HAYUMO OTJIMYAJIOCh OT ITOKa3aTeseH npu Tsokénon remodrmu A —4,7 [3,9-5,6] mun
u ipu remopunu B —3,9 [3,6—4,2] mun (p<0,001).

[Tokazarenu TpoMOOIIMTOB U MX CpelHEero oobéma coctaBwim 287,9 [264,3-
338,6] u 10,71 [10,60-10,81] ¢ba B xouTpone, 257,0 [252,0-262,0] u 10,30 [10,27-
10,33] ¢ npu remopmwmmu A, 245,2 [237,7-252,3] u 10,70 [10,59-10,81] dba mpu
remopmwmmu B. Jlns cpegHero o0bEmMa TpPOMOOIUTOB pa3invuvs KOHTPOIb VS
remodbunus B cratuctuuecku HesHauuMmbl (pl1-3=0,739), Torma kak s yucia

TPOMOOLIMTOB Pa3IUUMsI MEXKAY TPYINIaMy cTaTuCTUYeCKu 3HaunMsbI (p1-2<0,001; p1-

3<0,001; p2-3<0,001).
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VY manueHToB ¢ reMopuiIrei A oTMe4anoch HanboJee BIPAXKEHHOE YATHHEHHIE
BPK — 129,9 [125,4-134,4] ¢ u TII' — 548,1 [534,5-563,2] ¢ mo cpaBHEHHIO C
KoHTpoibHOM rpymmoit (106,4 [99,1-112,0] ¢ u 517,2 [504,6-526,1] ¢) u ¢
nanueHTamu ¢ remodunueit B (114,4 [109,6-120,8] ¢ u 539,8 [529,1-550,5] ¢), uto
CBUJIETEIBCTBYET O 00Jie€ BBIPAKEHHOM HApYyLIEHUH KOAryJsMOHHOIO 3BEHA
reMocTasa; Mpu 3TOM TPOMOMHOBOE BpeMsi BapbUpoBasio HesHaunTenbHo (18,1 [17,2—
18,8] ¢; 17,3 [17,1-17,5] ¢; 17,3 [17,2-17,4] c), a noka3zarenu I[IM ocraBamuch
OTHOCHTENbHO cTabuapHbIMU (123,6 [118,6-132,8]%; 119,9 [116,5-123,5]%; 120,2
[114,7-126,1]%), uTo yKa3bIBaeT Ha COXPAHHOCTh MPOTPOMOMHOBOTO KOMILIEKCA MPH
YAJIMHEHUY BHYTPUILIaA3MEHHBIX 3TANOB CBEPTHIBAHUSI.

®dubpunored coctasui 307,0 [306,0-308,1] mr/on B kouTpose, 309,5 [303,3-
315,3] mr/mn npu remodunmu A u 313,7 [305,9-322,7] mr/nn npu remodunuu B;
pa3Inuus KOHTPOJIb VS TeModuins A ctaTucTUUecku He3HaunMmbl (p1-2=0,116), Torma
KaK KOHTpoJib vs reMopuinss B u remopunus A vs remopunus B 3Hauumer (pl-
3<0,001; p2-3<0,001).

KonuyectBo u cpeanuii 00bEM TpOMOOIMTOB Y MAlMEHTOB MPAKTUYECKU HE
OTJIMYAIOTCS OT HOPMAJIbHBIX 3HAYCHUH, YTO TOBOPUT O TOM, YTO TeMOUIHS B
OCHOBHOM BJIMSET Ha KOAryJsIMOHHBIM, a HE TPOMOOLMTAPHBIA KOMIIOHEHT
reMocTasa.

Takum o00pa3oMm, mNanMeHTbl C reMOoQUIUEH CpelHeld CTENeHU TIKECTH
JEMOHCTPUPYIOT HapyLIEHUs KOAaryJIIMOHHOIO TIeMOCTa3a, BKIIOYas YUIMHEHHE
AUTB u cHmxeHue akTUBHOCTH ¢dakTopoB cBEpThIBaHus (VIII npu remodpunuu A u
IX npu remodpunuu B), a Takke mpu3HaKu aHeMHuyeckoro cuHapoma. Ilokazarenw,
XapaKTepU3YyIOUIUe KIETOYHOE 3BEHO MO OOIIeMY YMCIy TPOMOOIIMTOB U CPEIHEMY
00BbEMY TPOMOOIIMTOB, HE YKA3bIBAIOT HAa BEIPA’KEHHOE BOBJIEYEHUE TPOMOOIIUTAPHOTO
KOMITOHEHTA; MPH 3TOM (PYHKIIMOHAJIbHAS OIEHKAa MEPBUYHOIO IreMocTa3za Tpedyer
CIIeIMaIbHBIX TECTOB (arperaius TPOMOOIIUTOB U Jp.). [Ipy cpaBHEHUU KITMHUYECKUX
dbopM TeMOPUINHM BBISIBICHBI CTATUCTUYECKHM 3HAYUMBIC pa3IU4yus TI0 PSIy
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napaMeTpoB remocrasa, Bkiaodas AUTB, omnako aGcomrotHas pasnuna mo AUTB
Mexay remodrineit A u B 6bu1a Hebonbmoi (38,0 [37,6-38,4] cu 37,0 [36,8-37,2] ¢),
YTO CIAEAYET YYUTHIBATh MPH KIMHUYECKOW HHTEPIIPETAIIMN 1 MOHUTOPUHTE.
3.9. UnauBuayaJabHbIe 0COOEHHOCTH MeTa00JM3Ma Yy MAUEHTOB ¢ remoduinei
AHanmu3 aHTPONMOMETPUYECKHX TIOKa3aTesied BBIABWI, UYTO TMAIMCHTHI C
reMopuIMel XapakTepu3yloTCs BBIPAKCHHBIMU MPU3HAKAMU acTeHu3anuu. MHaekce
MAacChI TejIa ObLT CTATUCTUYECKHA 3HAYUMO HIIKE B TPYIIITaX TeMOHUITHH 10 CPAaBHEHUTO
co 3a0poBbivu Juiiamu (I'd A: 18,6 [17,7-19,5 kr/m?; T'd B: 20,0 [18,9-21,0] kr/m?
npotus 22,6 [21,1-23,7] xr/m?; p1-2<0,05; p1-3<0,05).

AHajornyHasi TeHJCHIIUS YCTAaHOBJICHA IS OKPYXXHOCTH Taiuu 76,6 [74,6-
78,6] cm u 77,4 [75,2-79,7] cm npotus 82,3 [78,8-86,5]; p<0,05). Mexnay rpymnmamu
remMouauu A 1 B cTaTHCTHYECKH 3HAYMMBIX pa3sinduii He BbIsABIeHO (p2—3>0,05),
YTO CBHUJIETEIBCTBYET O CXOJHOM XapakKTepe H3MEHEHUH HYTPUTHUBHOIO CTaTyca
HE3aBHCHMO OT THIa 3a00JIeBaHMUS.

buoxumudeckuii aHanu3 BBISIBUI CHUXKeHHE obiero xonecrepuna u JIITHII y
MaIMEHTOB ¢ TeMOUINEN 0 CPAaBHEHUIO CO 3I0POBBIMH JIUIIAMU: OOIINN XOJIECTEPUH
3,30 [3,10-3,50] m 3,53 [3,22-3,82] MmMoub/1 ipoTuB 4,46 [4,09-4,82] mmoinb/n (pl-
2<0,001; p1-3<0,001) u JIITHIT 2,01 [1,74-2,27] n 2,31 [2,11-2,52] MMOJB/TT IPOTHUB
2,70 [2,50-2,90] wmmombs/n (p1-2<0,001; p1-3<0,001). IIo ypoBHIO 0OMIETO
xosecrepuna u JITTHII BoisiBiieHb! pa3nuuns Mexay remoduineit A u B (p2-3<0,001).
YPOBeHb TITIOKO3BI OBUT HUXKE KOHTPOJIBHBIX 3HaueHui: 3,51 [3,30-3,71] u 3,69 [3,51-
3,89] mmounp/n mpotus 4,79 [4,53-5,07] mmonaw/n (p1-2<0,001; pl-3<0,001), mpu
HaJIu4yuu pa3anuuii Mexay gopmamu (p2-3<0,001); nunrepnperanusi TpedyeT ydyéra
yCoBuH 3a00pa KpoBU (HATOIIAK) U TA00PATOPHBIX pePepeHCOB.

[TokazaTenu a3oTucToro oOMeHa Takke ObUIM HHUXKE [0 CPaBHEHUIO C
KOHTpOJIbHOUM Trpymmoi: moueBuna 4,20 [3,54-4,88] u 4,33 [3,55-5,00] mMmomnw/n
npotuB 5,25 [4,53-5,99] mmons/a (p1-2<0,001; p1-3<0,001) u xpearunun 70,0 [68,0-
72,0] m 70,9 [69,1-72,9] mxmoaw/1 ipotus 84,9 [77,3-91,7] mxmons/n (p1-2<0,001;
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p1-3<0,001). Mexnay remodunueit A u B pa3nuuanii 1o MOYEBUHE U KPEaTHHUHY HE
BbIsiBIIEHO (p2-3=0,711 u p2-3=0,466 coorBeTcTBeHHO) (Tabmuua 3.13). JlanHble
U3MEHEHHUS MOTYT OTpaXkaTh OCOOCHHOCTH HYTPUTHBHOTO M METa0OJINYECKOTO
cTaTyca MpU XPOHHYECKOM 3a00J€BaHWU, B TOM YHUCJE MOTEHUUAIBHO MEHBIIYIO
MBIIICYHYI0 MacCy, OJHAKO MJisi NPUYMHHOW HWHTEPIPETAIMd HEOOXOIUM YYET
nokasartelyiel muTaHus, GU3NIECKON aKTUBHOCTH M (DYHKITUU TIEYCHH U TTOYEK.

3.13. CpaBHuTe/bHas MeTa00JIHYeCKUX

Tadamnna XapaKTePUCTUKA

0CO0eHHOCTeH Yy B3POC/IBbIX MALMEHTOB ¢ reMo(uneil cpeIHeTsZKEN0l cTeneHu

TskecTH (n=291), Me [Q1-Q3]

IMoka3atens | 3nopoBbie | emopuausa | I'emoduiaus p (3 pl-2 pl-3 p2-3
(n=50) A (n=243) B (n=48) | rpynmbi)
pl p2 p3
UMT, xkr/m2 | 22,6 [21,1- | 18,6 [17,7- 20,0 [18,9- <0,001 | <0,001 | <0,001 | <0,001
23,7] 19,5] 21,0]
OkpysxHocts | 82,3[78,8- | 76,6 [74,6- 77,4 [75,2- <0,001 | <0,001 | <0,001 | 0,273
TaJIMU, CM 86,5] 78,6] 79,7]
XonecrepuH, | 4,46 [4,09- | 3,30 [3,10- | 3,53 [3,22- <0,001 | <0,001 | <0,001 | <0,001
MMOJIB/JT 4,82] 3,50] 3,82]
JITTHII, 2,70 [2,50- | 2,01[1,74- 2,31[2,11- <0,001 | <0,001 | <0,001 | <0,001
MMOJIB/JT 2,90] 2,27] 2,52]
['1roko3a, 4,79 [4,53-| 3,51[3,30- | 3,69[3,51- <0,001 | <0,001 | <0,001 | <0,001
MMOJIB/JT 5,07] 3,71] 3,89]
MoueBuHa, 5,25[4,53- | 4,20[3,54- | 4,33[3,55- <0,001 |<0,001 | <0,001 | 0,711
MMOJIB/II 5,99] 4,88] 5,00]
Kpeatunun, | 84,9[77,3-| 70,0 [68,0- 70,9 [69,1- <0,001 | <0,001 | <0,001 | 0,466
MKMOJIB/JT 91,7] 72,0] 72,9]

IIpumeyanue: P — CTAaTUCTUYECKAs 3HAUMMOCTD paznuuuil Mexay rpymmamu (U-kputepuit ManHa-
YuTHU 1715 napHBIX cpaBHeHUH ¢ nonpaBkoil Holm; o6mmii Tect Kpackena-Yomnuca s 3 rpymm)

Takum oOpaszom, B 11€JIOM, MOJyYEHHBIE IAHHBIE CBUIETEIHCTBYIOT O TOM, YTO Y
OonbHBIX reModuinet A u B HabmromaeTcs: BhIpaKCHHBIM JehUIIUT MacChl Tena,
YMEHBIIEHUE )KUPOBOW M MBILIEYHOM MACChl, CHUKEHHUE TMOKA3aTeNeN JIMITUIHOTO U
VIJIEBOJHOTO OOMEHA, TPU3HAKU OEIKOBO-PHEPreTUYECKOM HEJO0CTAaTOUYHOCTH,

OTCYTCTBHE CYIIECTBEHHBIX pa3nuuuii Mexnay remopunmei A u B mo
METa0OJMYECKUM THapaMmeTpaM. Bce BbBIABICHHBIE HM3MEHEHUS JIEMOHCTPUPYIOT
CUCTEMHBIN XapakTep MeTa0OJINYECKUX HAPYIICHUH y MalMeHTOB ¢ reMopuiIneii, He

3aBUCAIINAN OT €€ THUIIa.
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3.10. CocTosiHHe 3JJIEKTPOJMTHOrO OOMEHAa W MHHEPAJbHOH IUIOTHOCTH Yy
MalMEeHTOB ¢ reModuIned B 3aBUCUMOCTH OT €€ (hopMBI

[To mepe nporpeccupoBanusi reMOQUINK OTMEUYAETCSl HApacTaHUE HapyIIeHUN
AJIEKTPOJIUTHOTO OOMEHA U BBIPAKEHHOCTH KOCTHO-CYCTABHBIX MTOPAXKCHHM.

[TokazaTenun MuUHEpaJIbHOIO OOMEHa M YypOBHA BUTaMuMHa D y B3pOCIBIX
NanueHToB ¢ remodpunued (n=424) orauyaiuch MeEXAy TpynnaMmud (KpUTepui
Kpackena-¥Yomnuca, p<0,001 gns Ca, Na, K 1 Butamuna D) (tabnuia 3.14).

Y B3pOCIBIX MaUMEHTOB ¢ reModuineld HaOII0NAl0TCA BBIPAKECHHBIC
HapyLICHUS MUHEPATbHOr0 oOMeHa W aeuuut ButamuHa D, KOTOpbIE 3aBUCAT OT
TsoKecTH 3aboseBanus U GopMbl reMopuuini. Tak, ypoBeHb KaJbIUs y MAllUEHTOB CO
cpenHeTsDkémol  dopmoil remoduiaMu  OBLT 3HAYMTENIPHO HHXKE KOHTPOJBHBIX
sHayenuit (1,5—-1,9 MMmomw/n npotus 2,27 MMOJIB/JI B KOHTpOJbHOM Tpymie, p<0,01),
pu TsHKETON GopMe reMoPpriiiy CHUKEHUE Kbl ObLIO e111é 00Jiee BRIPAKEHHBIM,
0ocoOeHHO y mainueHtoB ¢ remodmmmeit A (1,3 MMOIB/I), YTO YyKas3plBaeT Ha
CTaTHCTUYECKU 3HAUMMBIC PA3INYHUS MEXKITY CPETHETIKETBIME U THKENBIME (hopMaMu
(p<0,05).

AHaJOTUYHO, KOHIICHTPAIMM HATpUs M Kalus B KPOBH TAIMEHTOB C
reMouineil ObUIM CHUXEHBI 10 CPAaBHEHUIO C KOHTPOJIBHOW TpYIION: HATpHii
konebancs ot 109 mo 120 mmons/n, kamuii — oT 2,3 1o 3,0 MMOJB/I, IpU ATOM Y
MAIMEHTOB C TSKENON hopMoit 3a00sIeBaHMS TTOKA3aTeNIM MUHEPAIOB ObUTA Hanbosee
HU3KUMHU, YTO MTOATBEPKIAETCS 3HAUMMBIMU Pa3IudusIMu Mexay rpynmnamu (p<0,05—
0,01).

VYposens BuTamuHa D y Bcex ManueHToB ¢ reModuiaueit ObUT HUKE HOPMBI, IPU
3TOM AeduiuT ObLT HanboJIee BRIPAKEH Y MAIMEHTOB C THKENON hopmoit reModuInu
A (13,3 ar/min), a y Hallu€HTOB CO CPEAHETSIKEION GopMOii HAOI01aTUCh YMEPEHHBIE
otrkioHenus (17,3—18,5 Hr/min), ¢ JOCTOBEPHBIMU PA3TUUMAMU MEXAY KOHTPOIBHOU
rpynmoil u uccnenyemeiMu rpymnmnamu (p<0,01), a Takke MEXIy CpeIHETSKETOU U
Tspxénon hopmoit (p<0,05).

CocTosiHuE MUHEPATTLHOTO 0OMEHA y MAIMEeHTOB ¢ TeMO(HIel B 3aBUCUMOCTH

ot e¢ opmeI peicTaBiIeHO B TadbwmIe 3.14.
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Tadanuma 3.14. MuHepanbHblii 00MeH M YpOoBeHb BUTamuHa D y B3pociabix

NANUEeHTOB ¢ reMopuinei ¢ ya1éTom Gpopmbl u TaxkecTH 3a001eBanus (n=424)

IMoka3zarensr | Kontpoub ro A roB ro A Ir'oB p (5
(n=20) cpeaHe- cpeaHe- TSKET0€e TsizK€I0€ | TPYI)
TsKE0€e TSKEI0€e (n=115) (n=18)
(n=243) (n=48)
Ca, mmons/a | 2,27 [2,22- 1,50 [1,48- 1,90[1,88- | 1,30[1,27- | 1,90[1,88- | <0,001
2,31] 1,52] 1,92] 1,33] 1,92]
Na, MMoIB/11 135,3 119,0 120,0 109,0 117,0 <0,001
[123,9- [118,5- [119,7- [108,8- [116,7-
146,7] 119,5] 120,4] 109,2] 117,3]
K, Mmoite/n 3,50 [3,47- 2,70 [2,63- 3,00[2,94- | 2,31[2,11- | 2,70 [2,68- | <0,001
3,53] 2,77] 3,06] 2,51] 2,72]
Buramuu D, | 23,3 [23,3- 17,3 [16,4- 18,5[17,9- | 13,3[12,3- | 17,5[16,7- | <0,001
HI/MIT 23,3] 18,1] 19,2] 14,3] 18,4]
Pe3ynbpTaThl monapHbeIX CpaBHEHUI
IToxazarenn | KT ulI'®d-A | KTul'®- | T®-Actu | IT®P-Actu | I'®d-Ber I'eo-A
CcT Bcr I'®d-B cr I'd-A1ax | ul'd-B TAK U
TSK Iro-B
THAK
Ca, MMOJIB/TT <0,001 <0,001 <0,001 <0,001 0,857 <0,001
Na, MMOaB/JT <0,001 <0,001 <0,001 <0,001 <0,001 <0,001
K, MMomb/1 <0,001 <0,001 <0,001 <0,001 <0,001 <0,001
Burtamun D, <0,001 <0,001 <0,001 <0,001 <0,001 <0,001
HI/MII

IIpumeuanue: p — cTaTucTUUECKasi 3HAYUMOCTh pa3nuuuil Mmexay rpynnamu (U-kputepuit Manna-
YuTHHU A5 TapHBIX cpaBHEHUH ¢ monpaBkoit Holm; o6uwmii Tect Kpackena-Yomnuca st 3 rpyr)

Takum 00pa3oM, AaHHBIE NOKA3bIBAIOT, YTO Yy B3POCIBIX NAIUEHTOB C
reMouiiiel HaOIIOJAIOTCS 3HAYUTEIbHBIE HAPYIIEHUS MUHEpPAIbHOIO OOMEHa u
BbIpaKEHHbIM Jnepuuut BuTamuHa D, npuuém Tspkénas Qopma 3a0oseBaHus
COTMPOBOXKIAETCSI OOJiee BBHIPAKCHHBIMH ~ OTKJIOHEHUSMH, YTO MOMYEPKUBACT
HEOOXOJMMOCTh CHUCTEMATHYECKOTO MOHUTOPHHTA JTHX TMOKa3areledl u TpH
HEO0OXOMMOCTU UX KOPPEKIIHH.

VY marnuentoB ¢ ['® «A» u «B» remodunuyeckas apTponarusi MposBISIACh
KJIMHUYECKUMU TTpU3HakaMu octeomnopo3sa (p<0,01).

C noMouipio 1€HCUTOMETPUH Y 15 OONBHBIX ¢ XPOHUUECKOU reMopuiiuent «A»
uy 15 00apHBIX ¢ XpOHUYECKON remoduiineit «By» ObUI0 TPOBENEHO UCCIEI0OBAHUE
MUHEPAJIbHON IJIOTHOCTH KOCTHOM TKaHU (Tabmwuia 3.15).

Taoumua 3.15. MuHepaJbHas IVIOTHOCTh KOCTHOM TKAHM Y B3POCJIbIX AIIUEHTOB
¢ remoduiineil B 3aBUCUMOCTH 0T (popMBbI 3a00/1eBaHUS
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Ioka3zarennb I'emopuina | I'emopuiausa B | Konurpoanb p (3 p (Avs
A (n=15) (n=15) (n=5) rPyINmb) B)

T-score, Me [Q1-Q3] -2,71[-2,79-- -1,54 [-1,58-- | 0,43 [0,43- <0,001 | <0,001
2,50] 1,43] 0,45]

Z-score, Me [Q1-Q3] -0,89 [-0,91-- | -2,17[-2,25-- | 1,46 [1,46- <0,001 | <0,001
0,81] 2,02] 1,47]

Octeonenus, n (%) 2 (13,3%) 11 (73,3%) 0 (0,0%) <0,001 0,003

Octeomnopos, n (%) 13 (86,7%) 4 (26,7%) 0 (0,0%) <0,001 0,003

Kareropus BO3 o T- Ocreonopo3 Octeonenus (- Hopwma

score (T<-2,5) 1,0>T>-25)

(mpeobnanaromas)

Hpumeuyanne: 1) nsg T-score u Z-score: p (3 rpymnsl) — kpurepuii Kpackena-Yomnuca; p (A u B) - U-
kputepuit ManHa-YutHu (two-sided). 2) Jlns wacToT ocTeoneHnH U ocTeonopo3a: p (3 Tpymmnbl) — TOUHBINA
tect 3x2 ¢ puxkcupoBaHHEIMEH MapruHaMu; p (A u B) — Tounsril kpurepuii Gumepa (2x2)

Kak nokazano B Ttabmuue 3.15, ananu3 MIIKT y B3pociblx NanueHTOB C
reMo(uIMei BbISIBUI BHIPAKEHHBIC PA3JIMUMS B 3aBUCUMOCTH OT (DOPMBI 3a00JI€BaHUS.
VY narmueHToB ¢ reModmimeld A 3Hadenue T-score cocraBwio -2,71 [-2,79--2,50], 4ro
COOTBETCTBYET KPHUTEpUSM oOcTeomnopo3a mo kinaccudukarmuu BO3 (T < -2.5).
Ocreonopo3 0w BeIsBIEH Y 13 13 15 nmamuenToB (86,7%), Tor1a Kak OCTEONEHUS — y
2 u3 15 (13,3%); pa3nuuus 1o JoJjie OCTEONOpo3a U OCTEONCHUH MEXIY TeMopHIiei
A u B craructuuecku 3Haunmsbl (p=0,003). B rpymie remodunuu B 3nauenue T-score
cocraBmiio -1,54 [-1,58--1,43], uro coorBercTByeT octeonenuu (T or -1,0 go -2,5);
ocTeornieHus 3apeructpupoana y 11 u3 15 mauuenTtos (73,3%), octeonopos — y 4 u3
15 (26,7%). B xoutponbHOi rpynne T-score Haxomuics B mpenenax Hopwmbl: 0,43
[0,43-0,45]. MexrpymmnoBsie pa3nuuusi T-score cratuctudecku 3HaduMbl (p<0,001).
3HaueHus Z-score TaKke pa3innyaiuck Mexxay rpynnamu (p<0,001): npu remodunun
A -0,89 [-0,91--0,81], mpu remodpmmu B -2,17 [-2,25--2,02], B KOHTPOIBHOMN TpyIIIIe
1,46 [1,46-1,47]. Bonee HU3KWE 3HAYCHUS Z-SCOre OTPAKAIOT CHIDKEHUE KOCTHOU
MacChl OTHOCUTEIBHO BO3PACTHON HOPMBI.

Takum 00pa3om, y B3pOCIBIX MAIMEHTOB ¢ TeMOGUIINEH BBISIBICHO 3HAYMMOE
caumwkenne MIIKT, crenmenp BBIpaKEHHOCTH KOTOPOTO 3aBUCUT OT (HOPMBI
3aboneBanus. Hau6omnee Tsoxénpie nsmenennss MIIKT xapaktepHb! 1151 reModuiuu A,
Ipy KOTOPOM TMpeobiiajaeT OCTeonopo3, Torga kKak npu remodbwinu B yaie
JMArHOCTUPYETCSl OCTEONMEHHMs] C MEHbLIEH pacnpOCTPaHEHHOCTHIO OCTEOINOpPO3a.
[TonyuyeHHble pe3ynbTaTbl CBUAETEIBCTBYIOT O HEOOXOJUMOCTH PErYJISPHOrO

MOHHWUTOPHHI'A MHHepaJII)HOﬁ IUIOTHOCTH KOCTHOM TKaHU U PAaHHETO IPOBCIACHHA
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PO HIIAKTHYIECKUX U JI€YeOHBIX MEPOTIPHUATHI, HATIPABJICHHBIX HA MIPEAYIIPEKICHNE
OCTEOIMOPOTUYECKUX OCIIOKHEHHUH Y AIMEHTOB ¢ TeModunen.

Cayuail M3 KJIMHUYECKO mnpakTuku. MyxunHa, 43 roma, oOpaTuics K
ceMeHHOMYy Bpady C >kajo0amMu Ha 00JiM M OTEYHOCTh B KOJIGHHBIX CyCTaBaX, Ha
HOCOBbIE KpoBOTeueHUs. CO CJIOB BbIIIEYKa3aHHBIE KaJT00bl MOSIBUIUCH 5 MECSIIEB
Ha3aj, ¢ ICTCTBA 3aMeyall MOSBJICHUE YaCThIX CUHSIKOB MpHU JIETKUX TpaBMaXx. B cembe
JeJ1 1 Opat cTpajaroT reModuimneit.

[TanieHT OBLT OCMOTPEH BPAYOM-TE€MATOJIOTOM.

[Ipu 0ObekTHBHOM OOCIEIOBAaHUM: KOXa U CIU3UCTbIE 000704k OJeaHbIe,
auMGOy37Ibl HE MAIBIUPYIOTCS YBEIMUYCHHBIMU. MIMEIOTCS MpU3HAKU KPOBOTOYMBOCTH
néceH, reMopparud Ha rnepeHeil MOBEPXHOCTH KMBOTA U MPEIIICUbsIiX, OTEYHOCTD
000MX KOJEHHBIX CYCTaBOB. AYCKYJIbTAaTUBHO B JIETKUX OMpPENEISETCS BE3UKYJIIPHOE
neixanue. [lynsc — 85 yn/mun, AJl — 120/70 mm pr. cT.

I'emorpamma: sputpouutst: 4.7 x 10°12/1; remornodun: 125 r/im; nedKOIUTHI:
6,5 x 1079/n; tpomOonuter: 185 x 1079/n; remarokput: 0,45; cpennuii o0bEM
sputpoutoB (MCV): 89,5 ¢n (mopma 80-100 du); cpennee coaepxaHue
remorio0uHa B sputporutax (MCH): 29,7 nr (Hopma 27-32 mr).

Koaryaorpamma: mnporpomOuHOoBoe Bpems: 13,5 cek. AKTUBHpPOBaHHOE
gacTU4HOEe TpomOoruactTuHoBoe BpeMs (AUTB): 63 cex. dubpunoren: 3.7 /1 (Hopma
2.0-4.0 r/n), A-numep: 0,7 mxr/mi. Yposenb gakropa VIII: 23% ot HopmbI (HOpMa
50-150%), uro moaTBepkaaeT Hainuuue reMopunuu A. MuHepaJibHas IUVIOTHOCTH
kocrteil (MIIKT): nencutomerpus B odnactu mekiku 6eapa: 0.845 r/cm? (Hopma 0,9—
1.3 r/cm?). T-score: -2,3 (ymMepeHHasi OCTEOTIEHU S, PUCK TIEPEIIOMOB MOBBIIICH).

Juarno3: remopuius A (nebpunur paxropa VIII), ymepeHHast octeoneHus.

Takum 00pa3om, 3TOT KIMHUYECKHUN CTydaid MOKa3bIBAET, UTO JJIsl TOCTAHOBKHU
IMarHo3a HEOOXOOWM KOMIUIEKCHBIM IOAX0d K 0OCJIeIOBaHHIO OOJILHOIO C
reMouIHel, BKItoUas JIabOpaTOPHBIE WCCIEAOBAHUS W JOTIOJHUTEIHHBIC METOIbI
muaraoctuku (MIIKT). PazBurue ocreonoposa u ocreoneHnu y 601bHbIX ¢ ['D MoxHO
OOBACHUTH HAPYIIEHWEM DJJIEKTPOJIUTHOTO OOMEHAa U  MPOrPeCCHPOBAHUEM

BOCITAJIMTCIIBHOI' O IIpOoHcCCa. 210 AOKAa3bIBACT, YTO y IIAIMCHTOB C I'o HCO6XOI[I/IMO B
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JTMHAMHKE HaO01aTh 32 YPOBHEM AJIEKTPOJIUTOB KPOBHU.

B tabnune 3.16 npencraBieHO cpaBHEHHE BBIPAXKEHHOCTH 0OJIEBOTO CHHIPOMA
y TALMEHTOB C TeMO(MINYECKON apTpOoNaThue B 3aBUCUMOCTU OT (POPMBI U CTETICHH
TSDKECTH 3a00JIEBaHUSI 110 JJAHHBIM BU3yaJbHO-aHaJIOroBOM mikaisl (BAILLD).

Tadoauna 3.16. BeipaxkeHHOCTH 00J1eBOr0 CHHAPOMA Y B3POCJIbIX NMALUEHTOB C
reMopuIMYecKoOd apTpomaTruei B 3aBUCUMOCTH OT (OpPMbI U THKECTH

3a0os1eBanus (mo BAII)

Teuenue Kareropus 60,14 (6a71b1) o A IroB p(Au
B)
JIérkoe (n=37; 8,0%) - - -
Cpennetsikénoe boiss orcyrcTByet (0-4) 0 (0,0%) 0 (0,0%) 1,000
(n=291; 63,1%) Jlérkas 60nb (5-44) 73 (30,0%) 15 (31,2%) 0,865

Ymepennast 6016 (45-74) 135 (55,6%) 25 (52,1%) 0,751
CuubHas 601b (75-100) 35 (14,4%) 8 (16,7%) 0,660
Tsoxénoe (n=133; boss orcyrcTByet (0-4) 0 (0,0%) 0 (0,0%) 1,000

29,0%) Jlérkas 60b (5-44) 0 (0,0%) 0 (0,0%) 1,000
Ymepennast 6076 (45-74) 38 (33,0%) 5 (27,8%) 0,790
CunbHas 601b (75-100) 77 (67,0%) 13 (72,2%) 0,790

[Ipumeuanue: p — cTaTucTUYECKasi 3HAYMMOCTh Pa3InuMil 4acToThl KaTeropuu 6omau mexay ['d® A u
I'® B (tounsrit kputepuit @uriepa, 2x2, two-sided). g obmiero cpaBHEHUs! pacrnpeaeneHuil mo
kareropusiM (0e3 pa30MBKHU IO cTpoKaMm): cpenHeTskénoe Teuenue p=0,884 (2x3, x2 6e3 nonpaskn),
Tsokénoe Teuenne p=0,657 (2x2, x2 6e3 monpaBKu)

Anammz BBIPAKCHHOCTH 00J1IeBOrO CHUHApOMa Yy B3POCIBIX ITAOUCHTOB C

remopunnueckor aprponatueir mo BAIIl mokaszan yBenudeHue I0JM YMEPEHHOH U
CUJILHOM OOJIU MPU NIEPEXO0/JI€ OT CPEAHETIKEIOTO K TSHKEIIOMY TEUSHHIO 3a00JI€BaHUSI.

[Ipu nérkom teuenuu remodummu (n=37; 8,0%) OoneBOl CUHAPOM MO LIKAJE
BAIIl y o6cieoBaHHBIX MAlMEHTOB OTCYTCTBOBAJ BO BCEX MOATPYIINAX, HE3aBUCHMO
ot ¢opmbl 3aboneBanus (remodpmnus A u B), 9T0 yKa3plBaeT Ha MHUHUMAIHHOE
KJIIMHUYECKOE BIUSHUE apTPONAaTUU HA Ka4YeCTBO JKU3HU JAHHON KaTeropuu OOJbHbIX.

[Ipu cpegnersixénom Teuenuu (n=291; 63,1%) y nanuenToB ¢ remodunuein A
nérkas 6o1b (5-44 6amna) otmevanach y 73/243 (30,0%), ymepennas (45-74 6anna) —
y 135/243 (55,6%), cunpHas (75-100 6amnoB) — y 35/243 (14,4%). Y marueHTOB C
remodunueit B pacnpenenenue 6pu10 cornoctaBuMbiM: 15/48 (31,2%), 25/48 (52,1%)

u 8/48 (16,7%) coorBercTBeHHO. Mexny remodpunueii A u B cratucrtuuecku
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3HAYUMBIX PA3IMYUAN 10 YaCTOTE KaTeropwid OONM MPU CPEAHETSHKETIOM TECUCHUH HE
BoIsIBIICHO (p=0,865; p=0,751; p=0,660).

IIpu T1spx€nom teuenuu (n=133; 29,0%) nérkas Oonp (5-44 Oamna) He
perucTpupoBanach. YMepeHHas Oonb (45-74 6amna) ormeuanach y 38/115 (33,0%)
npu remommmu A u y 5/18 (27,8%) npu remodunuu B, cunpHas 6omp (75-100
6ammoB) —y 77/115 (67,0%) n y 13/18 (72,2%) COOTBETCTBEHHO; pa3In4Us MEXKITY
dopMamu reMo(UIUN HE JOCTUTAIN CTaTUCTUYECKOM 3HaYuMocTH (p=0,790).

Takum oOpazoMm, MpH THKEIOM TEUEHUM JOJS CUIBHOM OOJIM CYIIECTBEHHO
BBIIIIE, Y€M TIPH CPEIHETSHKENOM TedeHUuW Kak mpu remopunuu A (67,0% mpotus
14,4%), Tax u npu remodunuu B (72,2% mpotus 16,7%) (p<0,001 mist cpaBHEHUS
J0JIA CUJIBHOU 00T MEXIY TSDKETBIM U CPEIHETSKENBIM TE€YEHUEM BHYTPU KaXKIOU
dbopmbI).

Pazmuuus mexnay remoduiueir A u B HOCST orpaHuYeHHBI XapakTep u
MPOSIBJISIIOTCS.  MIPEUMYIIIECTBEHHO TIPH  CPEIHETSDKENIOM U TOKENOM  TEYCHHH
3a00€eBaHus, TOTJIa KaK MPU BBIPAXKEHHOM 00JIEBOM CHHAPOME MHTEHCUBHOCTH OOJIH
onpenensieTcss B 0OJbIIEH CTENEHU CTENEeHBIO TSKECTH apTponaTvu, a He (hopmoi
remopuiun. [lonmydeHHble JaHHBIE TOMUYEPKUBAIOT KIMHUYECKYI0 3HAYMMOCTD
00JIeBOTO CHUHApPOMA KaK OJHOTO W3 KIFOYEBBIX MPOSBICHUA MPOTPECCHPOBAHUS
reMo(pUIMYEeCKON apTponaTui U HEOOXOAMMOCTh €ro y4é€ra mpu BbIOOpE TaKTHUKH
JIeYCHUS U peaOuIuTalUK MAIlUEHTOB.

3.11. Oco0eHHOCTH KJIMHHUYECKOI0 Te4YeHUs] W COCTOSIHUSI CHCTEeMbI

reMoCTasa y KeHIuH ¢ reModuimnei

Knuanyeckne ocobeHHOCTHM W (aKTOphl pHUCKA KEHCKOW TremModuinu
OCTAlOTCSl  HEAOCTATOYHO  H3ydyeHHbIMHU. Onmpasch Ha  OPOBEAEHHOE
UCCIIEJOBAHNE U CYIIECTBYIOIIME MPEACTABICHUS O creluduke 3a00JIeBaHUs y
YKEHIIIWH, MBI COCPEIOTOUYMINCH HA KJIIFOUYEBBIX IMMATONEHETUUYECKUX MEXAHU3MAX U
YCIIOBUSIX, CIIOCOOCTBYIOIIUX PA3BUTUIO TeMOPpPAruvyeckoro cuHapoma. Takoe
MPEIBAPUTEILHOE M3JIOKEHUE OOOCHOBBIBAET HEOOXOAMMOCTH IOCIEAYIOLIErO
AHAJIN3a ITOJIYYEHHBIX PE3YJIbTATOB.

[IpoBea€H peTpoCTeKTUBHBIN aHaMM3 15 KIMHUYECKUX CiIy4yaeB reMopuiiuu y

weHmH 3a nepuoy 2014-2024 rr. Cpeau 11 oOcnegoBaHHBIX MAIMEHTOK C
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remodmeit A 4 xeHIMHBI B Bo3pacte 12—36 net 6putn u3 Coramiickoit obmactu, 5
— 13 XaTJIOHCKO# 00y1acTu B Bo3pacte 35—59 net, u 2 —u3 ropoja Jymanoe B Bo3pacrte
35-37 ner, Torna kak 4 nmanueHTkH ¢ remodrneit B B Bozpacte 39—69 ner npoxxuBanu
B PPII (Tabnuma 3.17).

Tab6auna 3.17. Pacnpenesienne nauMeHTOK ¢ reMopuineii mo Tumy 3adojieBaHmsl,

BO3PACTYy U PerMOHY NPOKUBAHMS

Peruon Bo3pacTHou KouauvecTBo
Tun remoguanu
MPOKUBAHUSA AUANA30H (JIeT) | MAUMEeHTOK (n)
['emodpunns A Corauiickas 001acTh 12-36 4
Iemodumus A XartnoHckas 0051acTh 35-59 5
emodrummast A r. JlymanGe 35-37 2
I'emodunus B PPII 39-69 4

IIpumeyanue: I aHaNM3a pacHpeNeNeHNs] MANUeHTOK I0 THIy reMOo(WIny, BO3pacTy M peruoHaM
MPUMEHSJIACh OTHCATENbHAS CTATUCTHKA, PAa3JIMYMsl 1O YacTOTaM OILEHHBAJIHMCh C HUCIOJNB30BaHHUEM ¥2-
kpurepusi [lupcoHa (nmpu Manbslx BBIOOpPKax — TouHOro kpurepusi @umiepa). Pazmuuumst cuuranmuck
noctoBepHsiMu ipu P<0,05.

N3 tabmuriet 3.17 BugHO, uTO cpeau 15 06ciieT0BaHHBIX JKEHIIMH ¢ reModrineit
6onpmMHCTBO (11 manueHTok) uMenu remoduianio A, Toraa kak remoduius B Obuta
BBISIBJICHA y 4 KEHIWH, NpuuéM Bce ciydan remopuwmu B mpuxonunuch Ha
nmanueHTok u3 PPII.

Hawunbonpliiee KoIMUECTBO MAIMEHTOK C Temoduiaued A HaOMOgaI0Ch B
XatoHCKOM 00JacTu — 5 *eHIMH B Bo3pacTe oT 35 no 59 ner. HemMHOro meHnsbiiee
KOJIMYECTBO NAMEHTOK NpoxkKuBaio B Cornuiickoil 00JacTu — 4 *KEHIMHBI B BO3pacTe
12-36 neT, 9TO MOXKET YKa3bIBaTh Ha 0oJiee paHHEEe BBISIBICHHUE 3a00JI€BaHUS B 3TOM
peruone. Emé 2 xeHmmanl ¢ remodrmeit A O6puti U3 ropoaa [[yman6e, B Bo3pacte
35-37 ner.

Mexny rpynnoii u3 Corauiickoit oomactu u PPII cymectByer HanOosnbinas
pasuuiia B Bo3pacte (30 Jyer), 4TO MOTEHIHMATBHO MOXET OBbITh CTAaTUCTHYECKHU
3HAYUMBIM.

Takum oOpazoM, MOXHO OTMETUTh: mpeobianaHue remModuiauu A cpeau

KEHCKOI'0 HACEJIEHUS C JUArHO30M «reMOpUIns», reorpauyeckyro HEOJHOPOIHOCTh
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pacnpocTtpaHeHusi: XarjgoHckas u Corauiickas 00JacTd Aajdud HauOOJIbIIee YHCIIO
NaIMEeHTOK ¢ remoduineit A, B To BpeMs kKak remodunus B BcTpedanach TOIbKO B
PPII. Bo3pacTHoe pacrnpenesieHue IMO3BOJSET MPEANONIOXKUTh, 4T0 B Corauiickoi
oOnactu 3a0osieBaHuE BBISBIsIETCS B Oosiee paHHeM Bo3pacrte, a B PPII — wame y
KEHIIMH 3pEJIoro U MOKUIIOTO BO3pacTa. DTH IaHHBIE MOTYT CBHJIETEIILCTBOBATh KaK
0 Pa3IMYMSIX B JUATHOCTUYECKOM OXBATE [0 PErMOHAM, TaK U O BO3MOKHBIX T€HETHKO-
AMUJEMHUOJIOTHUYECKMX OCOOEHHOCTSIX B CTPYKType IKEHCKOM reMopuiuud B
PecnyOnuke TamkukucTas.

OmnpeneneHbl pernoHalbHbIE 0COOCHHOCTH KEHCKOM reMO(DUITNN, OTpakaronine
HACJIEICTBEHHO-TEHETUYECKYIO IPEAPACIOIOKEHHOCTh M BIUSHUE COLUAIBHBIX
¢dakTOpOB.

[IpeacraBieHHble JaHHBIE CBUACTEIBCTBYIOT 00 OTCYTCTBUU 3HAYUMBIX
pasnTuuuil MeX Iy ManueHTKaMu ¢ remodreit A 1 B 1o psay aHTpOIOMETPUIECKUX
U 3THOoAeMorpaduyeckux xapakrepucTuk. Tak, Bo Bcex ciydaax (100%) cpenu
KEHIUH O0CUX TpyNN OTMEYAINCh CBETJIBIA IIBET KOXH W ACTCHUYECKUM THIl
tenocnoxenus (p> 0,05), uTo ykaszbiBaeT Ha equHbIe (DEHOTUITUYECKHUE 0COOCHHOCTU
oOcneoBaHHOW BBIOOPKH, HE 3aBuUcAmue OT Tuma remodmmu. Yacrora
MHOTOJZIETHOCTA OblJIa HECKOJIbKO BbIII€ B rpynie remopumuun A (63,6% npoTus
50,0%), mpu 3TOM pa3iaUuUsl TOCTUTIIM cTaTucTUYecKor 3HaunMocTH (p <0,05), uto
MOXET OTpakaTh KyJIbTYpHO-OBITOBBIE OCOOCHHOCTH CEMEHl C JaHHBIM THUIIOM
3aboneBanus. Hannuue 3aboneBaHust y OMKaWlIuX POJICTBEHHHKOB BCTPEUYAIOChH
IPUMEPHO OAMHAKOBO YacTo B obemx rpymmax (54,5% u 50,0%; p> 0,05), gto
CBUJICTEIBCTBYET O CONOCTABUMOM YPOBHE HACJIEICTBEHHOW OTATOLIEHHOCTH.
AHaNOTUYHO, YacTOTa POXKIEHUA B OJM3KOPOICTBEHHBIX Opakax (27,3% mnportus
25,0%; p> 0,05) u mpo>krMBaHMS B COMAIBHO HeOIaronoxy4yHoi cpene (27,3% npoTus
25,0%; p> 0,05) cylliecCTBEHHO HE pa3IN4aliach, YTO YKA3bIBAET HA CXOXKHUE COLUATIBHO-
nemorpauyeckre YCJIOBHS >KU3HU NAIMEHTOK BHE 3aBUCUMOCTH OT BapHaHTa
reMouIInM.

Kiaunuveckue mnposiBjieHusi reMOQUINN Yy KEHIIMH B 3aBHCUMOCTH OT
CTeleHM TsKecTH 3alosieBaHMs ObLIM  pasjuyHbiMM. B Tabmuue 3.18

MpEACTAaBJICHbI KIMHUYCCKUC ITPOABICHUA F@MO(l)I/IJ'II/II/I Y KCHIIWH B 3aBUCMMOCTHU OT
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CTEIEHH TsKeCTH 3a001eBanus. CTaTUCTUUECKAs OLIEHKA PA3IMYU MEXKY JETKOU U
TsOKENOW (opMaMH TMPOBOAMIIACH C HCIOJIB30BAHUEM TOYHOI'O JIBYCTOPOHHETO
kputepuss dumepa (2%2). YCTaHOBIEHO, YTO YAacTOTAa HOCOBBIX KPOBOTEUEHUM
yBeIMYMBANIACh NMpHU yTsoKeneHuun 3adosneBanus (50,0% mnpu nérxkoit ¢popme mpoTUB
71,4% tipu TsxKENOMN), OAHAKO PA3IMYMSA HE JOCTUIJIM CTaTUCTUYECKONW 3HAYMMOCTH
(p=0,235). AnanoruuHasi TEHJEHIHMS OTMEYEHA JJIsl IMOJKOXKHBIX KpPOBOIOJTEKOB,
KOTOpbIE 4allle perucTpupoBaiuch npu Tsokénon dopme (89,7%), HO 0e3
CTaTUCTUYECKU 3HAYUMBIX paznuuuid (p=0,136). OOmupHbIe reMaToOMbl MpPU JETKOM
dbopme He HAOMIOMANIHCh, TOT/IA Kak MpU TxkEIOW (GopMe BBIBIAIUCE B 89,7%
Cly4yaeB; pa3nuuus ObUIM  cTaTUCTHYEeCKH  3HauuMmbiMu  (p=0,044), uyToO
CBUJIETEJILCTBYET O BHIPAXKEHHON 3aBUCUMOCTH YaCTOThl MACCUBHBIX KPOBOU3ITUSHUM
oT crernenu Aedunura ¢pakropa cBEPThIBaHUA. OOMIbHBIE MEHCTPYALUU TIPU TKETON
dopme ormevasuch y 100% manmeHTOK W OTCYTCTBOBAIM MpH JETKOM (opme;
pa3nuyus CTATUCTUYECKH BBICOKO 3HaUMMBbI (p=0,007), 94TO MO3BOJISIET pacCMaTpUBaTh
MEHOpparuu Kak XapakTepPHbIM KIMHUYECKUN MapKep TSHKEIOro TeueHrs 3a001eBaHUs
y keHIIMH. [locneposoBbie KPOBOTEUEHUS Yallle PETUCTPUPOBAIUCH MPU THKETOM
dopme (71,8%), omHAKO CTATUCTUYECKON 3HAYMMOCTH pPa3IUYUil HE TMOJIYYEHO
(p=0,229), BeposATHO BCIEJACTBHE MAJIOr0 00BEMA BBIOOPKH. I'eMapTpo3bl TakkKe
IPEUMYILECTBEHHO BBIABISUIMCH MpHU TsoKENON dopme (71,8%), onHako paznuyus He
JOCTUTJIU CTaTUCTUYECKOM 3HaunMocTH (p=0,486). B 11e10M CTaTUCTUYECKHU 3HAUUMAST
3aBUCMMOCTh OT CTEMEHU TSKECTH 3a00JIeBaHUSI YCTAHOBIIGHA JUIsl OOIIMPHBIX
rematoM (p=0,044) u oOunpHBIX MeHcTpyarmii (p=0,007), Torma Kak ocTadbHBIC
KJIIMHUYECKUE MPOSIBICHUS IEMOHCTPUPYIOT TEHACHIUIO K YBEIIMUECHHUIO YAaCTOThI MPU
TSOKEIOM TEUEHUH, UYTO, BEPOATHO, CBA3AHO C OTPAHUYECHHBIM YMCJIOM HAOIIOACHUM.
Takum o0pazom, Tskénas ¢opma reMODUIMU Yy SKEHIIUH XapaKTepUs3yeTcs
npeo0iajlaHieM  BBIPAKCHHBIX  TE€MOPPArddecKUX  MPOSIBICHUH,  OCOOCHHO
MEHOpparuii ¥ MAacCHUBHBIX T€MaTOM, OTPAXKAIOIUX TIyOOKUM  JIePuuuT
KoaryJsiuoHHoro dakropa (<1%).

Cpennersikénas (opma He BKIIOYATach B PACUET p-3HAUYCHHS, IMOCKOJIBKY
aHaJiM3 MPOBOJUIICS MEXAY KpalHUMU CTENEHSMM TsKeCcTH (€rkas U TsDKEmas) ¢

UCIIOJIb30BAaHUEM TOYHOTO Kputepusi dumiepa (2x2) B cBsi3u ¢ MajbiM 00bEMOM

BBIOOPKH.
121



Tadomuma 3.18. KiuuHuveckue mnposiBieHusi reMoQuIuMm Yy IKEHIIMH B

3aBHCHMOCTH OT THKECTH TCUCHUSA

Cumnrom | K00 A(n:11) I'd B(n=4) p
Jlérkas Cpenunsns Taxxénasn JIérkas Cpennsns
dopma (n=3) dopma (n=2) (n=2)
(n=1) (5- (1-5%) (n=7) (5-40%0) (1-5%)
40%) (<1%)
Hocosrle 3 (50,0%) 2 (66,6%) | 5(71,4%) | 2 (50,0 %) | 1 (50,0%) 0,235
KPOBOTCUCHHMSI
ITonxosxHBIE 2 (33,3%) 3 (100,0%) | 6(85,7%) 2 (50%) 1(50,0%) 0,136
KPOBOTOJATEKH
OO6mupHbIE 0 (0,0%) 0(0,0%) 6 (85,7%) | 0 (0,0%) 0(0,0%) 0,044
reMaTOMBI
OOunbHEIE 0 (0,0%) 0 (0,0%) 7 0 (0,0%) 0 (0,0%) 0,007
MEHCTPYalluH (100,0%)
ITocneponoBeie 0 (0,0%) 1(33,3%) 5(71,8%) | 0(0,0%) 1(33,3%) 0,229
KPOBOTCUCHHSI
I'emapTpo3bl 0 (0,0%) 1(33,3%) | 5(71,8%) | 0(0,0%) 0 (0,0%) 0,486

[Ipumeuanue: p — cTaTUCTUYECKAs 3HAYMMOCTb PA3IUUUi MeX1y JErKoM U Tskénoi popmamu no
TOYHOMY JBYCTOpOHHEMY KpuTeputo duriepa (2x2)

Hanupie Tabmuubl 3.18 CBUIETENBCTBYIOT O pa3MYUM  KIMHUYECKOH
CUMIITOMATUKH Yy TAIUEHTOK C JIETKOH U TSOKENON (hopMaMu reMouinm.

CnenoBatenbHO, TskENas QopMa KEHCKOW TeMO(PUIMHM acCOLMHUpPOBAHA C
O0ojee YacCTbIMH, HWHTEHCHUBHBIMH U  TOTCHIMAJIBbHO  OMACHBIMH  BHJAAMHU
KPOBOTOUMBOCTH, TOIJa Kak JErkas ¢opma XapaKTepU3yeTcsl OrpaHUYCHHBIMU U
MEHEE BBIPAKEHHBIMU ITPOSIBIICHUSIM.

HeGonbmioit 00bEM  BBIOOPOK  OOBSICHSETCS  PEIKOW  BCTPEYAEMOCTHIO
KJIMHUYECKH MaHU(ECTHBIX (GOpM reMopminM y KeHIIUMH. B uccienoBanue Obuin
BKJIIOUEHbl BCE JOCTYIHbIE HAOJIOJEHUS 3a aHAIM3UPYEMBIM MEepuoA, 4YTO
o0ecIeunBaeT pernpe3eHTaTuBHOCTD JUIsl JAHHOW KaTeropuu naueHToB. [lockonbky
CpaBHMBAaEMblE TpyNIbl SBISUINCh HE3aBUCUMBIMHU, U1 OLICHKA Pa3jIuyui
UCIOJIb30BaHbl TOYHBIE METOABI CTATUCTUYECKOTO aHaIN3a (ABYCTOPOHHUI KPUTEPUA
Quiepa), MO3BOISAIONINE KOPPEKTHO HHTEPIPETUPOBATH JaHHBIE PU MAJIbIX 00BEMaX
BBEIOOPOK.

'emounns y KEHIIUH, HECMOTPSI Ha CBOIO PEIKOCTb, MOXET IPOTEKaTh C
BBIPAKEHHOU KJIMHUKOM, OCOOEHHO MpU HAIWYUMK MyTauuid o0enx X-XpOMOCOM.

XKeHIuHbl ¢ OJHOM MyTaHTHOM X-XpOMOCOMOW dalle HMEIT JETKyH QopMy
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remounuu. HeoOxomumo BKIIOUEHHE SKEHIIMH W3 TPYNN PUCKAa B MPOTpaMMbl
CKpUHUHTA W JHUCIIAHCEPHOro HalmoJeHusd. Bpauam-remaronoraM U THHEKOJIOTaM
clelyeT yUUThIBaTh reMouinio B AuddepeHunaibHON JUarHOCTUKE KPOBOTEUEHUN
y OKeHIIMH. BpigBiaeHne u = HaOmOJeHME TaKUX  MAalMEHTOK  TpeOyroT
MyJIbTUAUCUUAIUIMHAPHOTO MOAX0AA.

IIpu cpaBHUTEJBLHOM aHAJHM3e TMOKa3aTejlell CHCTEMbI TeMoCTa3a Yy
NAIMEHTOK ¢ ’KeHckoil remoduiauein (n=15) ormeuenHo ynnunenne AYUYTB mo
CpPaBHEHUIO C KOHTPOJbHOU Tpynmoii: 39,1 [38,6-39,9] ¢ mpu remopuuu A (n=11) u
37,0 [36,7-37,3] ¢ mpu remoduiuu B (n=4) npotus 29,1 [28,8-29,4] ¢ B kouTpoie (pl-
2<0,001; p1-3<0,001). Mexny remodunuert A u B pazmuums mo AUTB Taxxke
BbIsiBIIeHBI (p2-3=0,018).

Ypoenp D-mumepa cocraBun 578,4 [566,1-585,4] ur/n npu remodpunnu A u
575,4 [569,3-579,2] ur/n npu remodunuu B mporus 550,3 [546,6-562,3] Hr/n B
KOHTPOJIE; pa3inuus KOHTPOJIb VS TeMOopuaus A ObUIA CTATUCTUUYECKHU 3HAYUMBI (p1-
2=0,001), Torna kak KOHTpOJIb Vs remoduuins B u remopunus A vs B —HenocToBepHbI
(p1-3=0,091; p2-3=0,661).

BCK coctasuno 4,9 [4,2-5,3] mun nipu remodunuu A u 4,5 [4,3-4,9] mun npu
remopunun B mporuB 3,8 [2,2-4,6] MUH B KOHTPOJE; CTAaTUCTUUYECKH 3HAYMMBIX
paznuuuii He BbIsiBIICHO (p>0,05). Unciao TpoMOoI1uToB coctaBuio 257,1 [252,8-264,0]
u 248.4 [241,5-254,9] x10"9/n ipu remodunuu A u B coorBercTBeHHO TTpoTHB 291,0
[261,8-326,0] x10"9/n B KOHTpOJIe; pa3IuYMs HE JOCTUTAId CTATUCTHUYECKOMN
3HauuMocTtu (p>0,05).

TpomOuHOBOE BpeMsi oOcCTaBajoCh B JAMana3oHE 3HAYCHUN, ONU3KHX K
KOHTPOJIbHOM rpymme: 17,64 [17,50-17,93] ¢ npu remobunnn A u 17,43 [17,28-17,65]
¢ npu remodpununu B mpotuB 18,26 [17,75-18,64] ¢ B KOHTpOJE; CTAaTUCTUYECKHU
3HAYUMBIX PA3JIMYMK MPH ITONIAPHOM CpaBHEHWH He BbIsBIIEHO (p>0,05).

BPK 6bu10 yBEIM4ueHo 1o cpaBHEHUIO ¢ KOHTpojeM: 128,6 [125,5-131,4] c npu
remouauu A u 116,0 [114,4-116,6] ¢ npu remodunuu B nporus 104,9 [100,9-109,1]
¢ B kouTpone (p1-2<0,001; p1-3=0,010). Mexnay remoduiueit A u B paznuuus mo
BPK Taxxe BoisiBiieHs! (p2-3=0,003).
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TIII" cocraBuno 548,1 [533,3-559,4] ¢ npu remodrmiu A u 535,9 [527,1-545,8]
¢ ipu remodmmu B mpotus 512,0 [505,2-521,5] ¢ B KOHTpOJIE; pa3Iuyus C KOHTPOJIEM
Obutn cratuctTudecku 3HauuMbl (pl1-2<0,001; pl1-3=0,035), Torma kak MeEXIy
remodmineii A u B pasnuunii He BeisiBiieHo (p2-3=0,412).

I11 octaBascs 6JM3KUM K KOHTPOJIBHBIM 3HaUeHusM: 123,3 [121,0-126,1]% nipu
remopuiun A u 126,3 [119,9-133,4]1% npu remodpuwiuu B mpotus 125,2 [117,3-
131,1]% B KOHTpOJIE; CTATUCTUYECKU 3HAUUMBIX PAa3IMuuil HE BbIsBIEHO (p>0,05).

®ubpunoren cocraui 308,4 [301,6-315,8] mr/nn npu remodunuun A u 311,4
[303,4-318,0] mr/mn nmpu remoduuu B mpotus 307,2 [306,6-308,1] Mr/mi1 B KOHTPOJIE;
CTATUCTUYECKU 3HAYMMBIX pa3inyuil He BeisiBIeHO (p>0,05) (Tabmmia 3.19).

Tadoamuma 3.19. Iloka3aTenu cucTeMbl reMOCTa3a y MANHEHTOK ¢ reMopuimei

CpeHeil CTeneH! TAKeCTH B 3aBUCUMOCTH OT KJIMHUYeCKOH popMbl (n= 15)

Iloka3aTennb Koutpoas | I'emoduaus | 'emodpuaus p pl-2 pl-3 | p2-3
(n=20) A (n=11) B (n=4)

AYTB, ¢ 29,1 [28,8- 39,1[38,6- | 37,0[36,7- |<0,001|<0,001 | <0,001 | 0,018
29,4] 39,9] 37,3]

D-numep, 550,3 [546,6- 578,4 575,4 <0,001 | 0,001 | 0,091 | 0,661
HI/T 562,3] [566,1- [569,3-
585,4] 579,2]

BCK, mMun 3,8[2,2-46] | 49[4,2-53] | 45[43-49] | 0,064 | 0,100 | 0,365 | 0,753

Tpom6omuter, | 291,0 [261,8- 257,1 248,4 0,019 | 0,100 | 0,100 | 0,138
x10"9/n 326,0] [252,8- [241,5-
264,0] 254,9]

TpombunoBoe | 18,26 [17,75- 17,64 17,43 0,040 | 0,111 | 0,194 | 0,226
BpeMs, C 18,64] [17,50- [17,28-
17,93] 17,65]

BPK, ¢ 104,9 [100,9- 128,6 116,0 <0,001 | <0,001 | 0,010 | 0,003
109,1] [125,5- [114,4-
131,4] 116,6]

TIIT, ¢ 512,0 [505,2- 548,1 535,9 <0,001 | <0,001 | 0,035 | 0,412
521,5] [533,3- [527,1-
559,4] 545,8]

[T, % 125,2 [117,3- 123,3 126,3 0,730 | 1,000 | 1,000 | 1,000
131,1] [121,0- [119,9-
126,1] 133,4]

®ubpunoren, | 307,2 [306,6- 308,4 3114 0,929 | 1,000 | 1,000 | 1,000
MTI/ U1 308,1] [301,6- [303,4-
315,8] 318,0]

[Ipumeuanue: p — cTaTUCTUYECKAs 3HAUMMOCTh pa3ianunil Mexxay rpynnamu (U-kpurepuit MaHHa-
YuTHU 1715 napHbIX cpaBHeHUH ¢ nonpaBkoit Holm; o6mmii Tect Kpackena-Yomnuca aiis 3 rpyrmm)

Takum 00pa3oM, y NaMEHTOK C KEHCKON reMO(pUIINel BbISBIEHbI XapaKTePHbIE

N3MCHCHUA KOAryJsIMMOHHOI'0 3BCHA TI'€MOCTAa3ad, IIPOSABIIAIOIIMECA OOCTOBCPHBIM
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yauuHenneM AUTB, yBenuueHneM BpeMEHH CBEPTHIBAHUS KPOBU U BPEMEHU
pekanbIuPUKaIUKA, YTO OTpakaeT HapyIICHHE BHYTPEHHETO NYTH KOAryJsIuu
(P<0,05-0,001). Ilpu sToM mokazarenu TpoMOOIUTOB, D-mumepa, TpOMOMHOBOTO
BPEMEHHU, MPOTPOMOMHOBOrO HHAEKCa U (UOpPHUHOreHa OCTaBajUCh B Mpejesax
pedepencHbix 3HaueHuit (P>0,05), 4To cBUAETENHCTBYET O COXPAHHOCTH MEPBUYHOTO
reMocTa3a U OTCYTCTBUU BBHIPAXKEHHON aKTUBalUUU (UOPUHOIIU3A.

AH”anu3 akTuBHOCTH pakTopoB VIII u IX y manmeHTok ¢ remopuiunei ¢
yuéTom ¢opmbl 3a200/1eBAaHMS M CTENEHH THKECTH II0Ka3al 3aKOHOMEpPHOE
CHMKEHUE HUX YpPOBHEH IO MEpe YTSKEICHHS KOaryJomaTHH IO CPaBHEHUIO C
KOHTPOJIbBHOM TPYMIIOM.

I'emodumust oTHOCHTCS K peakumM (opdaHHBIM) 3a00JIeBaHUAM, a KIMHUYECKH
3HauuMble (OPMBI y KEHIIMH BcTpewaroTcsa emié pexe. I[lostomy dopmupoBanue
OONBIIUX BBIOOPOK OOBEKTHMBHO 3aTpyJHEHO. B mcciiemoBaHue BKIIOYEHBI BCE
JNOCTYIHBIE MAI[MEHTKH, @ CTATUCTUYECKUN aHAJIU3 BBIMOJHEH C HMCIOJIb30BAHUEM
METOJIOB, KOPPEKTHBIX JJIi MallbIX M HEpaBHbIX HE3aBUCHMBIX BBIOOPOK, YTO
COOTBETCTBYET MEXKAYHAPOAHOMN npakTuke [139].

CreneHb TKECTH TEeMOPWIMH Yy TMALMEHTOK ONpPeNeNsiii IO YpPOBHIO
akTUBHOCTH (akTopa cBEpThIBaHUs coryacHo kiaccuukamun WFH. Cpenu
nanueHTok ¢ remopunueit A (n=11) nérkas crenens (5-40%) BoisiBiena y 1 (9,1%),
cpemusis (1-5%) —y 3 (27,3%), tsoxénas (<1%) —y 7 (63,6%). Cpeau manueHToK ¢
remodunueit B (n=4) nérkas u cpeHsisi CTENEHU BCTPEUATUCh OJJMHAKOBO YacTO — I10
2 cnyuyas (50,0%), Tskénas creneHb He 3apeructpupoBana (0,0%). Pazmuuus
pacrmpeiesieHns CTeNeHEN TSHKECTH Mexay remodunueid A 1 B umenu nmorpaHnydHbIM
xapakrtep (TouHsblil Tect 2x3, p=0,056). CpaBHeHUE 10H THKETBIX GOpM (TsxKENAS U
HE TsDKENasg) TakKe He JOCTUIJIO CTaTUCTUYECKOM 3HAYMMOCTH (TOYHBIM KpHUTEpHA
®dumepa, p=0,077) (tadauua 3.20).

Tabmuna 3.20. Pacnpenesienue cremeHeil Tsibkect mo WFH y namueHToK ¢

remouineit A u B (n=15)

I'pynna Jlérkas (5- Cpennss (1- Taxénas

40%) 5%) (<1%)
['d A (n=11) 1(9,1%) 3 (27,3%) 7 (63,6%)
I'd B (n=4) 2 (50,0%) 2 (50,0%) 0 (0,0%)
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p (A u B, TounsIii Tect 2x3) 0,056 - -
p (Tsxénas u He TskEnas, Gumep 0,077 - -
2X2)
[Mpumeuanue: p — ypoBeHb CTaTHCTHYECKOI 3HAUUMOCTH

Takum 06pazom, y manueHTok ¢ remodunuein A nmpeodnananu TsHKENbIe POpMBI
(63,6%), Torma xak npu remodunuu B Tsokénpie GopMbl HE BBIABICHBI, a JETKas U
CpelHsIsl CTENEeHU BCTpeyaluch oAuHakoBo yacto (mo 50,0%), uro orpaxaer Ooiee
OnmarompusTHOE TeueHHe. HecMoTps Ha KIMHUYECKYIO TEHACHIIMIO K OOJbIIeH
TSOKECTH TPU TeMODUIUM A, CTaTUCTUYECKH 3HAYMMBIX DPA3IWYUNl HE TOTydYeHO
(p=0,056; ipu o6venuuennun —p=0,077), BEpOATHO, U3-32 MAJIOTO 00bEMA BEIOOPKH.

AKTHBHOCTh (DAaKTOPOB CBEPTHIBAHUS 3aBHCUT OT CTEMEHU THKECTH
reMo(UINHM, YTO TMOJHOCTHIO cOOTBETCTBYeT Kinaccuuxammu World Federation of
Hemophilia, rae cama cremeHp TsKECTH oOmpeaensercs ypoBHeM (dakrtopa. B
KOHTPOJILHOM TpyNIe MeIWaHHbIE 3HAUYECHUS AKTUBHOCTU (DAKTOpPOB HAXOASTCS B
npezaenax HopMmsel: pakrop VIII — 156,9% [142,0-172,5], dakrop IX — 112,8% [99,3—
137,2], uTo OTpakaeT COXpaHHYIO KOaryJsiiuoHHYyI0 QyHKIuo (Tadmuma 3.21).

[Ipu remoduinu A OTMEUAETCs 3aKOHOMEPHOE MPOrPECCUPYIONIEE CHUKEHUE
aktuBHocTH (aktopa VIII: mpu nérkoit dopme — 22,5%, yTo yKiIaabIBaeTCs B
nuana3on 5—40%; npu cpeaneit — 3,5% (1-5%); npu tsoxénoit — 0,7% (<1%).

OT1o noATBepKIaeT, uTo rryonHa neduuura dpakropa VIII Hanpsmyio otpaxaer
TSKECTh 3a00JIEBaHUSA M MOXKET CIIY)KUTh OOBEKTUBHBIM KPUTEPHEM CTpaTU(UKAIINN
HaIeHTOB.

AHanmornyHas TeHICHIMs HaOmomaercs npu remodrmimu B: akTUBHOCTH
dakTopa IX mpu nérkoii dopme cocraBiaser 22,9%; npu cpemHern — okoio 3,0%;
TsDKENBIC (DOPMBI B KCCIIEIOBAHUU HE 3aPETHUCTPUPOBAHBI.

Ta6auna 3.21. AKTUBHOCTH (DAKTOPOB MO cTeneHsaM TskecTH, Me [Q1-Q3]

Iloka3zarennb KonTtpoas Jlérkas (5- Cpennss (1- Taxénasn
40%) 5%) (<1%)
®axrtop VIII, % (I'® 156,9 [142,0- 22,5 [22,5- 3,5[2,1-4,1] 0,7 [0,4-0,8]
A) 172,5] 22,5]
dakrop IX, % (I'® B) | 112,8 [99,3-137,2] 22,9 [16,9- 3,0[2,3-3,7] -
28,9]
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IIpuMeyaHue: CTaTUCTUYECKOE CPAaBHEHHE aKTUBHOCTU (haKTOpa MEXIY CTEHEHSIMH TSKECTH He
PUBOJUTCS, TaK KaK creneHb Tshkectd mo WFH ompenensercs moporamMmu akTuBHOCTH (akTopa (To
€CTh pa3NInyMsl 3aJI0)KEHBI B OIPEIeJICHUH KaTerOpUN)

Takum o0Opa3zoM, MpeACcTaBICHHbIC JaHHbIE TMOATBEPXKIAIOT KOPPEKTHOCTh
pacmpeiesieHdsT TIAlMeHTOB TIO0 CTEMEHSM TSHKECTH M JEMOHCTPHUPYIOT KIMHUKO-
71a00paTOPHYIO COTJIACOBAHHOCTh: YeM HUXe akTUBHOCTH ¢akTopa VIII mwmm [X, Tem
TSDKEJee TEUCHNUE TEMO(IITH.

Cpenu 773 nauueHToB ¢ reModuiineit 3apeructpupoBano 15 xenmus (1,9%).
VY GonbpIMHCTBA MAlMEHTOK BbIsiBIeHA reModunust A — 11 (73,3%), remodumus B
nuarHoctupoBaHa y 4 (26,7%). Ilaumentkun c¢ remoduianedt A TpOKUBaIU B
Coraumiickoit obnactu (n=4; Bo3pact 12-36 ner), XatnoHnckon obnactu (n=5; 35-59
ner) u r. Jyman6e (n=2; 35-37 mner), Torma kak Bce ciydyaun remodunuu B
npuxoauiuch Ha mnanueHTok u3 PPII (n=4; 39-69 gner). Ilo xinuHMYecKoi
XapaKTEePUCTHKE B aHAJIM3E MPOSBICHUHN Y MAIMEHTOK OBLIM BBIACIICHBI JETKas (n=6)
u Tsokénas (n=9) GpopMbl IpU OTCYTCTBUU CPEAHETSIKENBIX ciiydaeB. Tspkénas ¢popma
Jarie COMpOBOXKIAIACh KPOBOTCUCHUSIMH, CBSI3aHHBIMH C PETIPOAYKTHBHOU (DyHKITHEH
(obunbuble MeHcTpyaruu 7/9 (77,8%), mocnepoaoBbie kpoBoTeueHus: 3/9 (33,3%)).
['emapTpo3b! y manmeHToK Berpedanmch peako (2/15 (13,3%)).

Takum o00pa3om, HaunOoyiee BBIPAKEHHOE CHIDKEHHE HAOII0AN0Ch MpU
TsoKENoW  GopMe reMopUINH, UYTO OTpakaeT TIyOMHYy naedumnmra ¢GaKTopoB
CBEPTHIBAHUSI U COOTBETCTBYET  KJIMHHUKO-IA0OpAaTOPHOM  KJIacCU(PUKAIMH

3200J1€BaHU.

3.12. AHaIu3 3THOJOTHYecKHMX (AKTOPOB W KJIMHUKO-J1a00paTOPHBIX

nokKasareJjei y NalueHTOB ¢ NpuodpeTéHHoi ¢gopmoii remoduanu

Pe3ynpraTel HamMX MCCIIEIOBAaHUN MOKA3AIM, YTO KIMHUYECKUE IMPOSBICHUSA
npuoOpeTéHHOM (GOpMBI, HECMOTpPsI Ha BHEIIHEE CXOACTBO C HACJIEICTBEHHOM
reMoQuiIren, OTINYaInCh 00Jee MO3JHUM 1€0I0TOM U OOJBIICH TSKECTHIO TCUCHHUS,
YTO JIeNaj0 ATy MATOJOTHUIO 3HAYUMOM JUIsl CPABHUTEIHHOTO OOCYKICHUS B paMKax
JUCCEPTAIIMOHHON PabOTHI.

[lo pe3ynbTaraM HallUX HMCCIEIOBaHUM, Cpelu 8§ MALMEHTOB ObUIO MOPOBHY

127



MYyXKYMH M JKEHIIUH (1o 4 4eloBeka). AHaIu3 NPUYUH U MPeIpacroiararoiuux
¢dakropos passutus [1I" B qaHHOI BEIOOpKE MOKa3al, YyTo U3 4 MY>KYUH B CPEHEM U
MO>KUJIOM BO3pacTe y 2 Oblila JMarHoCTUpOBaHA MHOXKECTBEHHast Mmuenoma, y 1 — BUU-
uHpexus, ay 1 —nmumdoma. Cpenu sxeHIuH y 1 Obliia BbIsIBJIEHA CUCTEMHAs KpacHast
BOJIYaHKA, Y 2 — pak MaTKu, a y | — pa3BuTre 3a00JI€BaHUs MTOCIIE POIOB.

Knunnueckune nposisiienus [II' y My»XYuMH XapakTepU30BAJIUCh IOSIBICHUEM
MEIKOTOYEYHBIX KpoBomznusHuii (57,0%), remarom (47,0%), KpoBOTeUeHUI B
MbImax (45,0%) v BeIpaKeHHBIMH KpOBOTE€UEHUAMU ITpH TpaBmax (39,0%).

Bo3pact namuenTok Obul OJM30K K BO3PAaCTHOMY JIHMANA30HY MY>KUYHUH.
Knunuueckue mnposiBIeHUs Takke BKIIOYAIM remopparuto Ha koxke (55,0%),
kpoBoteueHnus (43,0%), cunsiku (37,0%), a B HEKOTOPBIX CIydasx — MPOOJEMBI C
CycTaBaMH.

AHaM3 KIMHUKO-Ta00paTOPHBIX MOKa3aTesield MAalMEeHTOB C MPUOOPETEHHON
reMo(uIreit MPOBOAMIIN MTYyTEM COMTOCTABIICHUS IBYX HE3aBHCHUMBIX TPYII — MY>KIIH
(n=4) n xenmuH (n=4). C ydéroM Majoro o0bEMa BBHIOOPKH KOJIUYECTBEHHBIC
nokasaTenu npeactaBieHbl kak Me [Q1-Q3], MeXTpynnoBbie CpaBHEHUSI BBITIOIHEHBI
U-kputepuem Manna-Yutau (two-sided, exact), Ijs KaTeropualbHBIX HCXOJI0OB
IPUMEHSUIA TOYHBIN Kputepuid duiepa.

Bo3pact manmeHToB ObUT comocTaBuM: y MyxumH 65,5 [60,9-67,1] ner, y
x)eHmuH 59,4 [52,8-64,9] ner (p=0,486). AxktuBHOocTh FVIII Takke cratucTudecku
3HAYUMO He paznnmyaiiack: y MyxuuH 3,1 [2,1-4,2]%, y xenmun 4,8 [3,8-5,1]%
(p=0,486). AIUTENBbHOCTh TOCHUTAIM3ALUU MEXIy TpYNIaMH 3HAYUMO HE
oTmyanach: y MyxuuH 19,9 [16,1-24,9] nus, y xxenmmwmu 19,7 [16,5-21,2] nus
(p=0,686). Yactora peuuIMBOB, MOJHOM M YaCTUUYHOH PEMHUCCUU CTATUCTUUYECKU
3HAYMMO He pasnuuanach Mexay nonamu (p=1,000 qas Bcex TpEX cCpaBHEHMIN), UTO
COOTBETCTBYET OI'PAHMYEHHON MOIIHOCTH HCCIIEIOBAHUSA NPU N=4 B KaXJOW IpyIIe

(Tabnuma 3.23).
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Taomuma  3.23.

Kiaunuko-nadoparopHbie

Nnoka3saTeJin

npuodpeTéHHOM reMopuine B 3aBUCUMOCTH OT moJia (n=8)

NanueHToB C

IToka3aresnb MyXK4YuHBI 7KeHIMHBI Bcero (n=8) p

(n=4) (n=4)

Bospacr, et (Me [Q1-Q3]) 65,5 [60,9- 59,4 [52,8- 64,7 [53,0- | 0,486
67,1] 64,9] 65,4]

AxrtusHocts FVIIL, % (Me [Q1-Q3]) 3,1[2,1-4,2] 48[3,8-51] | 4,3[2,1-4,8] | 0,486

JIIMTEILHOCT TOCITUTAIN3AINHN, THHA 19,9 [16,1- 19,7 [16,5- 19,7 [16,1- | 0,686

(Me [Q1-Q3]) 24,9] 21,2] 22,4]

Yacrora perunusos, n (%) 2 (50,0%) 1 (25,0%) 3(37,5%) | 1,000

[Monnast pemuccusi, n (%) 2 (50,0%) 3 (75,0%) 5(62,5%) | 1,000

Yactuunas pemuccus, n (%) 2 (50,0%) 1 (25,0%) 3(37,5%) | 1,000

IpuMeyanue: p — CTAaTUCTHYECKAsT 3HAYMMOCTD Pa3InuMii MEKIy MY>KUMHAMH W JKeHIMHAMH. J{iis
KOJIMYECTBEHHBIX IMOKa3aTenell ucnons3oBan U-kpurepuii ManHa-YutHu (two-sided, exact), mis
KaTerOpHabHBIX IMOKa3aTeNell — TOUHbIH KpuTepuii Puiepa (two-sided).

AxtuBHOCTh (hakTopa VIII Obuta cHMKEHA y TaliueHToB o6oero noJia. B nemnom
no BeiOopke (n=8) aktuBHOCTH FVIII coctaBuna 4,3 [2,1-4,8]%, y myxuun 3,1 [2,1-
4,21%, y xenuwmH 4,8 [3,8-5,11%; CTaTUCTUYECKHM 3HAYMMBIX PA3TUUYUNA MEKITY
rpynmnamu He BoisBieHO (p=0,486) (Tabnuia 3.21).

JITMTEIPHOCTh TOCIHMTAIU3auu coctaBuia 19,7 [16,1-22,4] nHsa; y MyX4uH
19,9 [16,1-24,9] mus, y xxennwH 19,7 [16,5-21,2] mHSA; MEKIpYyNIOBBIC Pa3IHUUs
orcytcTBoBaiu (p=0,686).

N3 8 mamueHtoB peunauB 3apeructpupoBaH y 3 (37,5%). Cpeau My 4uH
peuuauB otmeueH y 2 u3 4 (50,0%), cpemu xkenmmH — y 1 u3 4 (25,0%).
CratucTuuecKky 3HAYMMBIX Pa3Induid MEXKIy rpyIiaMu He BbisBieHO (p>0,05).

[Tonnas pemuccus 3apeructpupoBana y 62,5% naruenTtos (5 u3 §), B TOM dncie
y 50,0% myxuun (2 uz 4) u 75,0% >xenuun (3 u3 4); pa3nuuusi CTaTUCTUYECKU
He3HauuMebl (p=1,000). Yactuunas pemuccus BoisiBiaeHa y 37,5% mnamnueHToB (3 u3 §):
y 50,0% wmyxunn u 25,0% SKEHIIMH; CTATUCTUYECKA 3HAYMMBIX pA3JIUUANA HE
yctanoBiieHo (p=1,000).

[TarmenTs! ¢ mpuoOpeTéHHON remoduueil XapakTepu30BAIUCH BHIPAKECHHBIM

cHkeHrneM akTuBHOCTH FVIII, HEoOXOAMMOCTBIO IJIMTEIBLHOIO CTAIlMOHAPHOTO
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JICYEHUSI W OTHOCHUTEIBHO BBICOKOM 4YacToTOM peunanBoB. Ilomnas pemuccus
JOCTUTHYTa 00Jiee YeM Yy TMOJOBHHBI OOJIBHBIX, YTO MOATBEPKIAET YPPEKTUBHOCTD
UMMYHOCYIIPECCUBHOM Tepanuu. [looBbIX pa3auuuii HE BBISIBIECHO, BEPOSTHO
BCJICACTBUE Mayioro o0béMa BBIOOPKHU. [loiydeHHBIC MaHHBIC HOCST ONMUCATEIbHBIN

XapaKTCp U Tpe6y10T I[El.]'[I)HCﬁHIGI‘O HaKOIUICHUS KIIMHUYCCKOI'O MaTcpualia.
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I'JTABA 4. Ocob6ennocTu Teuennsi reMopuaun Ha GoHe MYJIbTHKOMOPOUIHOI 1
MYJIbTHMOPOUTHOM MATOJIOTHU

4.1. CocrosiHne MYJbTHKOMOPOMIHOIO H MYJbTHMOPOUIHOIO CTAaTyCca Yy
NaNUEeHTOB ¢ reMo(uneid B 3aBUCUMOCTH OT GopMbI 3a00/1eBaHUA

B nuTepaTypHBIX HCTOYHHMKAX HEPEAKO OTMEYAETCs IMyTaHUIla MEXKITY
MOHSATUSIMU «MYJIbTUKOMOPOUTHOCTHY u «MYJIBTUMOPOUTHOCTH:
MYJIbTUKOMOPOUJHOCTh BKJIIOUAET OCJIOKHEHHUSI, PAa3BUBIIMECS BOKPYT OJHOTO
BEyIIETO 3a00JIEBAHMS U CBSI3AHHBIX C HUM MATOT€HETHYECKUX MEXaHW3MOB, TOT/IA
KaK MYJbTUMOPOUIHOCTh XapaKTEPU3YETCsI OJHOBPEMEHHBIM CYIIIECTBOBAHUEM JBYX
u 0oJiee XpOHUYECKUX 3a00JIeBaHUI O€3 BbIACIICHUS IJIaBHOI0, KaXKJ0€ U3 KOTOPBIX
MMEET CaMOCTOSTEILHOE KIIMHUYECKOE 3HaueHue [ 145].

Pe3ynbrarhl Hallero ucciieJoOBaHus MOKa3alil, YTO y MallMEHTOB ¢ reMopuIuei
«A» MyIbTUKOMOPOUIHBIA W MYyJIbTUMOPOUIHBIA CTATyC OBUT OTSTOMIEH, TIO
OTHOLLIEHUIO K MaleHTam ¢ reMopuaueit «By.

B 3aBucuMocT# OT ypoBHS MYJIBTUKOMOPOUJIHOCTH MAIMEHTHI ¢ reModuiineit
ObLIM paszenieHbl Ha Tpu rpynnsl: | rpynmna — Beicokuit yposenb, 11 — cpeanuit, 111 —
HU3KUW ypoBeHb KomopOumHoctu. B Tabmume 4.1 mnpeacraBieHbl YacTOTHI
COMYTCTBYIOIIMX TMAaTOJIOTHH y TAIlMeHTOB C TeMmMo(miveld mNpu CpeaHETIKETOM
TeueHuu ¢ conocraBiieHueM ['® A (n=291) u I'® B (n=48).

CpaBHUTENbHBIN aHAIN3 MYJIBTUKOMOPOUIHOTO U MYJIbTUMOPOUIHOTO CTaTyca
y TAIMEHTOB C pa3IMyHbIMU (OpMaMH TeMO(DHIINU TTOKa3aJl CYIIECTBEHHbIC OTIHYUS
B CTPYKTYpE conyTcTByrOMMX 3a0oneBannii Mexay '@ A (n=291) u I'® B (n=48) npu
cpeaHeTsDKEToM TeueHnH (Tabimma 4.1). BaxHo OTMETHUTB, YTO B HCXOIHOM TaOIuIIe
4.1 vacrotel ais Tsokénoro TedeHust (I'd A n=115; '® B n=18) He npeacTaBiieHsl,
MIO3TOMY COIOCTAaBJIEHUE CPEAHETSHKENOrO M TSKEIOTO TEUEHHS MO JAaHHBIM ITOU

TaOJIUIIBI HEKOPPEKTHO.
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Tadoanua 4.1. CpaBHuTebHbIH aHaMU3 Mexkay rpynnavu ¢ I'd A u I'® B npu

CpeIHeTSKEI0M TeUeHNH

ConyrcTByomiee I'd A (cpennersikéinoe), | I'® B (cpeanersikéioe), P
3a0oj1eBaHNe n=291 n=48
MyJIbTHKOMOPOUAHBIE, TATOreHETHYECKH CBsi3aHHbIe ¢ T'D
TpeBoXKHO-ACTIPECCHUBHBIIM 291 (100,0%) 45 (93,8%) 0,003
CHHIPOM
MeTabonrueckne HapyHICeHHS 253 (86,9%) 15 (31,2%) <0,001
Octeonopos 249 (85,6%) 11 (22,9%) <0,001
["emapTpo3 230 (79,0%) 8 (16,7%) <0,001
["eMaToMBI 224 (77,0%) 7 (14,6%) <0,001
CrioHTaHHbBIC KPOBOTCUCHUS 195 (67,0%) 7 (14,6%) <0,001
Xpouuueckas 60Jb 154 (52,9%) 6 (12,5%) <0,001
Cemopundeckast 154 (52,9%) 11 (22,9%) <0,001
Hedponatus
Kapanomuonarus 146 (50,2%) 5 (10,4%) <0,001
XKenyno4HO-KHIIEYHBIC 137 (47,1%) 3 (6,2%) <0,001
KPOBOTCUCHHS
BuyTtpuuepemnHnsie 18 (6,2%) 0 (0,0%) 0,088
reMopparuu
MyJabTHMOpPOHIHBIE, IATOT€HETHYECKH He cBsi3aHHble ¢ D
XPOHHYECKUHN XOJICIIHUCTUT 243 (83,5%) 17 (35,4%) <0,001
XPOHHUYECKUI MAHKPEATUT 243 (83,5%) 15 (31,2%) <0,001
ApTepuaabHas THIIEPTEH3Hs 127 (43,6%) 15 (31,2%) 0,117
NBC 125 (43,0%) 10 (20,8%) 0,004
CaxapHbIil 1uabeT 23 (7,9%) 5 (10,4%) 0,571

[Ipumeuanue: p — cTaTUCTUYECKAsh 3HAYMMOCTh PA3JIMUMsl YaCTOTHI COMYTCTBYIOIIUX 3a00JeBaHUN
MeXay TpynnaMmu (0 KpUTEPUIO Y2; MPHU 0XKHUJIAEMbIX 3HAYEHUSX <5 — MO0 TOYHOMY KPUTEPHUIO
Qduiepa)

Cpem/l MYJ'IBTI/IKOMOp6I/II[HI>IX HaTOHOFHﬁ, MNaTOIrCHETUYCCKN CBA3aHHBIX C

remopmmmeit, mpu ' A mno cpaBHenuto ¢ ['d B wgame perucTpupoBainch
MeTtabonuyeckue HapymeHus (253 u3 291 (86,9%) nporus 15u3 48 (31,2%); p<0,001),
octeornopos (249 u3 291 (85,6%) npotus 11u3 48 (22,9%); p<0,001), remaptpo3 (230
u3 291 (79,0%) npotus 8uz 48 (16,7%); p<0,001), remaromsr (224 u3 291 (77,0%)
npotuB 7 u3 48 (14,6%); p<0,001), cnontanusie kpoBoTeuenus (195 uz 291 (67,0%)
npotuB 7/48 (14,6%); p<0,001), xporuueckast 6016 (154 u3 291 (52,9%) npotus 6 u3
48 (12,5%); p<0,001), remopurmmueckas nHeppomnarus (154 uz 291 (52,9%) npotus 11
u3 48 (22,9%); p<0,001), xkapauomuonarus (146 u3z 291 (50,2%) mpotusB 5 u3 48
(10,4%); p<0,001) u >xemymouHo-kuIIeuHble KpoBoTeueHus (137 w3 291 (47,1%)
npotuB 3 w3 48 (6,2%); p<0,001). TpeBOXHO-AENMPECCUBHBIN CHHAPOM

peructpupoBaics y 291 u3 291 (100,0%) npu I'd A u'y 45 u3 48 (93,8%) ipu I'd B

132



(p=0,003). BuyTpuuepenHsie remopparuu Bctpedasinch y 18 uz 291 (6,2%) nanuenton
c I'® A u He peructpupoBanuch npu ['® B (0 u3 48 (0,0%)); paznuuns He TOCTUTIU
cratucTruaeckoi 3Haunmoctu (p=0,088).

Cpenu MyJabTUMOPOUIHBIX IMATOJIOTHM, MATOTEHETHYECKU HE CBS3aHHBIX C
remodunueit, npu ' A yamie oTMedaauch XpOHUUECKUN XOnerucTuT (243 u3 291
(83,5%) mpotuB 17 u3 48 (35,4%); p<0,001) u xpoHuueckuii mankpeatut (243 uz 291
(83,5%) mpotuB 15 uz 48 (31,2%); p<0,001), a taxxe UBC (125 uz 291 (43,0%)
npotuB 10 u3 48 (20,8%); p=0,004). Jlns aprepualibHON TUNEPTEH3UU U CaAXapHOTO
nuadera 3HaYMMBIX pasnuunid He noinydeHo (p=0,117 u p=0,571 cooTBETCTBEHHO).

Takum o0pazom, Tpu cpemHETsHKENOM TedeHnn reMmodunuu (tabmuma 4.1) y
nanueHToB ¢ '@ A mo cpaBHenmio ¢ I'® B ormedaercs Gosiee BBICOKas 4acToTa
OOJBITMHCTBA MYJBTUKOMOPOUHBIX IMATOJOTUM, MAaTOTC€HETUYECKH CBS3aHHBIX C
3a00€BaHUEM, a TakKXKe psga MYJIbTUMOPOUIHBIX TATOJOTUM, HE CBSI3aHHBIX C
remMouirei (B 4aCTHOCTU, XPOHUYECKOTO XOJICIIMCTUTA, XPOHUYECKOTO TaHKpeaTUuTa
u UBC).

Tabmuua 4.2 oTpaxaeT CpaBHUTENbHBIM aHAJIU3 MYJIbTUKOMOPOUIHOTO H
MYyJIBTUMOPOUIHOTO CTaTyca y JETCKOro KOHTHHTeHTa ¢ remoduiaued (n=312) B
3aBUCUMOCTH OT opMbl 3a00JieBaHusi — @ A u ['d B — u cTeneHu TsbKecTH TeUeHUs
(cpenHeTskENnoe u TSHKENOoE).

K MyJabTMKOMOPOMIHBIM MATOJOTMAM, MATOI€HETUYECKU CBSI3aHHBIM C
reMoQuINeil, OTHOCATCS TeMapTpO3, KOTOPBIA BBISBIEH Yy BCEX ACTEH C THKENMOM
dopmoit I'd A (100%) u y 3HAYUTEILHON YacTH JAETel CO CPeAHETSREION (hopMoi
I'd A (66,4%), Torna xkak y nereit ¢ ['d-B cpennersskénoit popmbl remapTpos
BcTpevancs B 47,0% ciaydaes.

YacTtora reMaToOM U CIIOHTAHHBIX KPOBOTEUYEHHM 3HAYUTEIBHO BBIIIE Y JETEH €
TsKENOU hopMoi reMopuIuu: reMaTombl — 10 82,3%, ClIOHTaHHbBIE KPOBOTEUEHUS —
77,0%, xpoHuyeckast 00Jib U remouuinueckas HepponaTus Takxke npeodiaagaroT y
TOKEMbIX  (opMm: XpoHmueckas Oomp — 75,2%, Hedpomatus — 68,1%.
[TocTremopparnueckne aHeMUH Yaile BCTpeUaauch mpu Tsuxénoi Gopme (64,0%) mo

CPaBHEHHIO CO CPEAHETSDKEIOM dhopmoit (okoio 52,0%).
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CrnenoBaTesbHO, MYJIBTUKOMOPOUIHBIE COCTOSIHHUS, HAIpPSMYIO CBSI3aHHBIE C
reMoQuInei, MNPOSBIAIOTCS 3HAYUTENIBHO dYalle y JAereid ¢ Tsxénol (opmoit
3a00JIeBaHUsA, YTO OTpakaeT IpPOrpeccUpylollee Bo3AelcTBUE AepuuuTa (HaKTOpPOB
CBEPTHIBAaHUS HA OPraHbl U CYyCTaBBI.

K MyJabTHMOPOMAHBIM NMATOJOIHMAM, MATONCHETHYECKH HE CBA3AHHBIM C
reMopuiimei, B MCCIEAYEMOM KOTOPTE OTHOCHIIMCh XPOHMYECKHM TacTpuT,
XPOHUYECKHUN MaHKPEATUT, XPOHUUECKUI NMUETOHEPPUT, PAXUT, CaXapHbI 1uabeT u
runotupeo3 (tabiauna 4.2). BaxxHo ormetuts, uto 3HaueHus 75,5% u 71,4% nns
XPOHMYECKOIO TACTPUTA M XPOHUYECKOIO ITAaHKpeaTuTa oTHocATces K rpymre I'd B ipu
cpenuetsokénom teuenun (37/49 u 35/49 cOOTBETCTBEHHO), a HE K TSKENON opme.

Tadmmma  4.2. CpaBHHMTeJbHBII  aHAJM3  MYJbTHKOMOPOHUAHOIO H
MYJbTHMOPOUIHOTO CTATyCca Yy JAeTCKOr0 KOHTHHIeHTa ¢ remoduiueil B

3aBHCUMOCTH OT opmbl 3a00/1eBanmst (n=312)

ConyrtcTByolee ro A roB p(Au| T'dA p (A:
3a0os1eBaHme CpeAHeTsIZKEN0e | CpeHeTsxKéI0e B) THAKEI0€ | CPeAHETSIK.
(n=98) (n=49) (n=113) | w TaXKEN.)

I'emapTpo3 98 (100,0%) 23 (46,9%) <0,001 113 1,000
(100,0%)

['emaToMBI 75 (76,5%) 21 (42,9%) <0,001 93 0,310
(82,3%)

CrioHTaHHBIE 73 (74,5%) 15 (30,6%) <0,001 87 0,748

KPOBOTEUCHHSI (77,0%)

Xponuueckas 601 73 (74,5%) 7 (14,3%) <0,001 85 1,000
(75,2%)

I'emodumuaeckas 53 (54,1%) 11 (22,4%) <0,001 77 0,047

Hedponatus (68,1%)

XpoHuueckas 51 (52,0%) 5 (10,2%) <0,001 73 0,070

MOCTreMOpparuuecKas (64,6%)

aHEeMUs

XpOHUYECKUH TaCTPUT 49 (50,0%) 37 (75,5%) 0,004 67 0,212
(59,3%)

XpoHuueckui 47 (48,0%) 35 (71,4%) 0,008 65 0,170

MaHKPEaTUT (57,5%)

XpoHudeckuit 19 (19,4%) 33 (67,3%) <0,001 57 <0,001

nuesoHeput (50,4%)

Paxut 18 (18,4%) 19 (38,8%) 0,009 29 0,246
(25,7%)

CaxapHblii 1uader 15 (15,3%) 3 (6,1%) 0,180 | 7 (6,2%) 0,041

I'unorepros 7 (7,1%) 3 (6,1%) 1,000 | 5 (4,4%) 0,553

IIpumeuanue: p — cratucTuyecKast 3HAYMMOCTD PA3JINYHs YaCTOTHI COIMYTCTBYIOIINX 3a00JICBaHUI MEKIY IPYIIIAMH
(10 KPUTEPHIO ¥2; IPH 0KMIAEMBIX 3HAYEHHSX <5 — [0 TOUHOMY KpuTeputo Duirepa)
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[Ipu cpaBHEHHH CPETHETSKENOro U TsKENOro TeueHus: BHyTpu ['d A (n=98 u
n=113) yactora xpoHuueckoro racrputa cocraBuia 49 uz 98 (50,0%) u 67 u3z 113
(59,3%), xponuueckoro nmankpeatura — 47 u3z 98 (48,0%) u 65 u3 113 (57,5%), npu
TOM CTaTHUCTMYECKH 3HAYMMBIX pa3iauuuii He BbiABIECHO (p>0,05). XpoHuueckuii
nueaoHePput npu TsokENoM TeueHuu ['d A Berpeuancs yamie (57 uz 113 (50,4%) no
CpaBHEHUIO co cpenHeTskeénbiM TeueHueMm (19 u3z 98 (19,4%); p<0,001). Paxur
3apeructpupoBad y 29 u3z 113 (25,7%) npu Tsxénom teuennu u'y 18 u3 98 (18,4%)
npu cpeaHeTskENoM TeueHuu (p=0,246).

CaxapHuplii aunabeT W THIIOTUPEO3 BCTPEYAIUCh OTHOCHTEIBHO PEIKO: IMpPHU
Tsok€noM TeueHuu 'O A — 7 u3 113 (6,2%) u 5 u3 113 (4,4%) cOOTBETCTBEHHO; MpHU
cpenuetsikeénoM TeueHun ['d A — 15 u3 98 (15,3%) u 7 u3 98 (7,1%).

Takum o6pa3om, 1o gaHHBIM TaOMIBI 4.2 TsKENOE TedeHrue reMopuiuu A 'y
neteit (n=113) compoBoXk/1aeTcs BBICOKOW YAaCTOTOW IMATOJOTUM, MAaTOT€HETUYECKH
cBs3aHHBIX ¢ remodunued. ['emaprpo3 peructpupoBaics y 113 u3 113 (100,0%),
rematoMbl —y 93 u3 113 (82,3%), ciontannasie kpoBotreueHust —y 87 uz 113 (77,0%),
xpoHuueckas 6oib —y 85 uz 113 (75,2%), remodunuueckas Hedponarust —y 77 u3
113 (68,1%), xpoHunudeckas nocrreMopparuueckas anemusi —y 73 u3 113 (64,6%).

Cpenu MyJIbTUMOPOUIHBIX TATOJOTHM, HE CBSI3aHHBIX C reMmoduinen, mpu
CPAaBHEHUU CPEOHETSDKENIOr0 W TKEIOr0 TEYEHHs BHYTpU reMopuiauu A
CTATUCTUYECKU 3HAYMMOE YBEIUYCHHUE BBISBICHO JJISI XPOHUYECKOTO IHueIoHeppuTa
(19 u3 98 (19,4%) npotuB 57 u3 113 (50,4%); p<0,001). JIs1st XpOHUUECKOT'O racTpuTa
U XPOHMYECKOrO0 NAHKpeaTuTa pa3liuuds MEXKIYy CPEOHETSIKENBIM U TSKEIBIM
TeUEHUEM reMOPUINu A He JOCTUTAIM CTaTUCTHYeCKOoM 3HauuMocTu (p>0,05).

[Ipu cpeaHeTsHKENTOM TEYEHUM pa3iauuus Mexay (opmamMu reMopuinu
BBIPAXKAJIUCh B TOM, YTO MATOI€HETUYECKU CBSI3aHHBbIE C TeMO(UIIMEN OCIOXKHEHUS
(reMapTpoO3, reMaTOMbI, CHOHTAHHbBIE KPOBOTEUEHHM S, XpPOHUYECKas 00Jib, HeQporaTus,
aHEeMHs) Yallle PEerucCTpUpoBaIUCH Mpu remodpunuu A, yem npu remopunuu B
(p<0,001). OnHOBpeMEHHO PsAI MYJIbTUMOPOUIHBIX COCTOSIHUN (XPOHUYECKUI
racTPUT, XPOHUYECKUN NAHKPEATUT, XPOHUYECKUH NHUEIOHEDPUT, paxuT) yvaiie

BBISBIISIIICS y fieTelt ¢ remodunueit B npu cpennersokénom teuenuu (p<0,05).
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Onucanue ciayyas u3 KIMHAYECKON NPAKTHKH

[Tamentka B., 71 roxm, mocTynmuia B remarojorudyeckoe otaeneHue ['Y
HMIPT «lludobaxmr» r. Jdymanbe ¢ xamodamMu Ha KpOBOTOUMBOCTh U3 AECEH,
HEJIOMOTaHue, oOIIyl0 ci1abocTh, TOJOBHBIE 00U, cepauedueHne, OOLIUPHBIC
reMOpparnueckre BbICHIIAaHMS Ha KOKE JKUBOTA, IEPEIHEH MOBEPXHOCTU OEIED, PYK U
HOT. CO CIIOB, SIKOOBI, TEMOPPArHYECKNE BHICHITAHUS MTOSBUIIMCH TTOCIIE TTOTYYCHHON
TpaBMbI. [laruenTka oTpunana npuéM aHTUKOATYJISTHTHBIX MPenapaToB (BapapuH) u
KOHTaKT C SJIOXUMHKaTaMHU.

N3 anamHe3a JKM3HU YCTAaHOBJIGHO, YTO TMAlIMEHTKAa paHee MpOoXouiia
oOcne0BaHME U JIeUEHUE B remMaTojiornyeckoM 1eHTpe Poccuiickoit deneparuu.

OOBEKTUBHOE HCCIIEJOBAaHUE: OTMEYaeTcsl OJEAHOCTh KOXH U CIU3UCTBIX
obomnouek, nepudepudeckue TMMOOY3IIbI He TATBIUPYIOTCS YBETUYCHHBIMH.

Ha xoxe xuBoTa, nepeHer NOBEpXHOCTH OEaep, pyK U HOT' BUIHBI OOLIMPHBIE
reMOpparnueckue BhICHITAHUS.

Oo6nactb rpyaHON KieTkd He u3MeHeHa. YJ1 — 17. ['panuibl IErkux B npeaenax
HOPMBI. AyCKYJIbTATUBHO BBICTYIIINBACTCS BE3UKYJIIPHOE JIBIXaHHUE.

Cor — obnacth cepama 6e3 U3MEHEHHUH, TPaHUIILI Cep/ara B Mpeeaax HOPMBI.
AYCKyJIbTaTUBHO OIPENCISIIOTCS TPUTIYIMIEHHBIE, PUTMHUYHBIE TOHBI Cep/Ia.
AptepuanibHoe naBieHue coctasisier 115/75 mm pt. cr. Ileyennr u cene3énka 6e3
yBennueHus. B o6mactu nodek usmenenuit He ormevaetcsi. Cumnrom IlactepHaiikoro
MOJIOKUTEJICH ¢ 00EUX CTOPOH.

B remorpamme oOHapy)keHa TMIIOXpOMHas aHeMmusi (3puTpouutbl — 2,27 X
10'?/n, remornodun — 75 r/n, CO3 — 53 mm/4, npouue >aeMeHThl (opMyJibl 0e3
OTKJIOHEHUH. B aHanmm3e MOYM BBISIBJICHO: YJeNbHbIN Bec cHUxkeH 10 1007, 6enok 10
1,65 r/n, mpucyTcTBYeT NedKonutypust — 25-35 B mone 3penusi, sputporutypust 10-15
B I10JIE€ 3PEHHUS.

B koarynorpamme BoisiBieHo: yunuHeane AUTB — 49 (23-46) c.

B O6uoxumMudeckom aHanan3e KpoBH OOHAPYKEHO MOBBIIMICHHUE YPOBHS TIIFOKO3bI
(9,8 MmMonB/M).

dakrtopel cBépthiBanus kpoBu: VIII — 3% (50-200%). Uurubutop dakropa
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VIII - 8,0 BE.

CrnenoBatenbHO, OOHApYkeHO pe3koe cHuxkenue ypoHs VIII dakropa.

Ha VY3U nouek Busyanusupyercs npusHaku Hedpomeranuu. KommbroTepHas
TomMorpadus OpraHOB TPYJHOM KIETKM U OpPIOIIHOW TOJIOCTH: OOHApYKEHBI
HEYTOYHEHHBIE MPOSBICHUS aJCHOKAPIIMHOMBI ITPaBOM MOYKH.

Co croponsl OKI' maToIornuecKkux W3MEHEHNU HE BBISABJICHO.

[IpeaBapuTeNbHO  YCTAHOBJIEH JUArHo3: MPHOOpETEHHAs reMopuius.
OcrnoxHeHus: MTOBTOPSIFOLIMICS reMopparuyecKuii CUHPOM, nérkas
NOCTT€MOPparunyecKas aHeMHsl.

ComyTcTByIOIas Mmarojorus: caxapHbeli mguaber Il twma B cragum
cyOkoMmmeHcanuu. AIeHOKaplMHOMA TTPaBOi MOYKu?

KnvHuueckux MposIBACHUM MEUYEHOYHO-TIOYEYHOM HEJOCTATOYHOCTU HE
BBISIBJICHO.

[TanmenTka monyyana TpaHCy3usi CBEXKE3aMOPOKEHHOM IUIa3Mbl, pMaccy,
MeT(HOPMHUH, aHTUMHTHOUTOPHBIN KOMIUIEKC U CUMIITOMATHYECKYIO TEPAIHIO.

Hecmotpss Ha mpoOBEAEHHYIO TEpanuvio, MOJIHOE BOCCTAHOBIIEHUE KIMHUKO-
1a00paTOPHBIX MMOKA3aTENIeH HE OTMEYAIOCH.

Takum o6pazom, cHmwxenue ¢akropa VIII u mnosiBieHwe ero MHruOMTOpA,
HaJIM4KMe TeMOPPArnyecKoro CUHAPOMAa, OTCYTCTBUE FreMapTpo3a U 00JIe3Hb pa3BUIIACh
B OoJiee MPEKIIOHHOM BO3pacTe Ha (JOHE COMYTCTBYIOLIUX NATOIOT Ui (ayTOMMMYHHBIE
U 3J7I0KaueCTBEHHbIE 3a00JIeBaHUs1, XPOHUYECKHU MPOTEKAIOIIe 3a00I€BaHUsI) TOBOPSIT
B TOJIb3Y MPUOOPETEHHON TeMO(IIIUN.

He ocBenomii€éHHOCT, Bpaue J000H  cHenUanbHOCTU  (TEpareBThlI,
TMHEKOJIOTH, XUPYPIr'H, OHKOJIOTH U T.JI.) O Pa3BUTUU NPUOOPETEHHON TeMOBUInu Ipu
ayTOMMMYHHBIX M 3JIOKAYECTBEHHBIX MAaTOJOTUAX MPUBOAUT K 3a0NyXKACHUIO U
HEMpaBUIbHOU TPAKTOBKU MAaTOT€HETUYECKUX OCHOB OOJIE3HMU.

JIpyro KJIMHUYECKHUH CcJy4all M3 NPaKTHKU: nanueHtka P., 69 mer,
xuTenbHUIA Pygakuackoro paiiona. M3 anamnesis morbi U3BECTHO, YTO B TE€UECHHE
NOCJIETHUX TPEX MecsleB €€ OeCOKOMIM MaTO4YHblEe KPOBOTEUYEHHMs, OOJIM BHU3Y

KUBOTA W TOSCHUYHON 00JIACTH, CONPOBOXKIAIOIIUECS T'OJIOBOKPYKEHHEM, OOIICH
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c1aboCThIO, @ TAKXKE TMOSBICHUEM TeMOPPArHYECKUX BBICHITIAHUNA HA KOXKE TEepPEIHEH
MTOBEPXHOCTH XKUBOTA U OEAEP.

OOparunack K TMHEKOJIOTY U CEMEMHOMY Bpauy, MPOBEICHO KOMIUIEKCHOE
oOcneoBaHME TMAlMEHTKU. 3aK/IIOYEHHE OCMOTpa THUHEKOJIOra: XPOHUYECKUN
MeTpoaHaomeTput. Ha Y3 maTku — KapTUHa XpPOHHUYECKOIO METPOIHIOMETPUTA.

Ha MPT 1no3BOHOYHMKA: BBISBIECHBI MPU3HAKA OCTEOXOHIPO3a MOSCHUYHO-
KpecTuoBoro oraena. JledueHne Ha amOynaTOpHOM 3Tame: THMHEKOJIOroM Oblia
Ha3Ha4yeHa aHTUOaKTepHUaibHas Teparnmus, MPOTUBOBOCHIAIIUTENbHbBIC u
KpPOBOOCTAHABJIMBAIOIINE TIpenaparsl. JlanpHeimee TedyeHue: cryctss 15 gHen
COCTOSIHME MAIMEHTKU YXYIIIMIOCh — YCHIMJINCh MAaTOYHBIE KPOBOTEUEHUS U OOIH
BHU3Y )KMBOTA, MOBBICKJIACH TeMIiepaTypa Temna 0 38,5°C, Hapacrtanu obmias cnadocTh
Y TOJIOBOKPYKEHHUS.

OOBEKTUBHO: KOXKa M CIHU3UCThIe 00onouku Onenubie. [lepudepuueckue
auMmdaTryeckue y3ibl He yBenuueHbl. Ha nepeaHeil moBepXHOCTH KuUBOTa U O&mep
OTMEYAIOTCSI TEMOPPArunYeCKHE BBICBIIAHUS Pa3MEPOM 110 3,5 X 5 cM.

Opranbsl JbIXaHWs: TpyJHas KIJIE€TKa M TpaHUIBl JIETKUX 0€3 W3MEHEHHI.
AYCKYJIbTaTUBHO — BE€3UKYJISIPHOE JIbIXaHUE, YACTOTAa JIbIXaTEIbHbIX JIBIKCHUN — 17 B
MUHYTY.

CepaedHo-cocyucTasi CUCTEMA: I'PAaHULBI CEPALIA B MPEAEIaxX HOPMBI, TOHBI
cepana sicuble, putMuyabie. OT™Mevaetcs Taxukapaus (120 ya./mMun). AprepuanbHoe
naBiieHue cHUKEHO — 90/60 MM pT. CT.

MoueBblienuTeNnbHas cucTemMa: o0JacTh Mouek 0e3 0COOEHHOCTEH, CUMIITOM
[TacTepHankoro MoOJOXKUTEIBHBIN ¢ 00euXx CTOpoH. MouencmyckaHue CBOOOJHOE,
0e300J1e3HEHHOE.

KuBoT: w™srkuid, Ooje3HeHHBIM BHM3Y, cumnToMm I[l[érkuna-baombepra
oTpulaTenbHbIi. [leuenp u cene3énka He manbnupyroTcsa. CTyJl peryaspHbIi.

I'emorpamma: s3putpouutsl — 2 100 000; remorniodbun — 55,0 1/1; TPOMOOIIUTHI —
189 000; netikouutsl — 15 000; 303un0pUIBEI — 2%; HEUTpOodUIIBI — 30%); TUMPOLUTHI
— 38%; mononuThl — 5%; COD — 35 MM/4.

B oOmem ananm3e MouM BBISBIIEHO CHIDKEHHME ynaenbHOro Beca mo 1007,
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nporeunypus — 1,65, Mmakporematypus — 3puTpouutsl 10 80-100 B mosne 3penus.

B Ouoxumudeckux aHaiu3ax KpOBH: MOYEBUHA — 7,7 MMOJB/J, KPEAaTUHUH —
153 MKMOJIB/JI, TJIF0KO3a KPOBH — 5,6 MMOJIB/JI.

B koarynorpamme BoisiBiieHO: yuyinHenrne AUTB — 50 (23-46) c.

VYposenb (aktopa cBéprhiBanus Obul pe3ko cHmxkeH — VI — 7% (50-200%).
WNuruburop dakropa VIII — 7,0 BE.

Ha Y3U nouek oOHapyxeHa kaptuHa Heppomeraiuu. KT opraHoB rpynHou
KJICTKM W OpIONIHOW TMOJIOCTH: KapTHHA HEPPOMETraquud ¢ MPOSBICHUSIMU
ruaponedpo3sa Il crenenu.

ITanmmenTka OBLIa OCMOTPEHA THHEKOJIOTOM, HE(DPOIOTrOM, T€MaTOJIOTOM.

brun BBICTABJICH JIAATHO3: XPOHUYECKUI METPOIHIOMETPUT.
[TocTremopparuueckast aHeMusi TSDKEOM CTETeHH.

[TpuoOperénnas remoduins, remopuindeckas HedpornaTus.

Takum 00pa3om, ONMUCaHHBIN Cily4yail TOMYEPKUBAET BO3MOXKHOCTh Pa3BUTHUS
npuoOpeTéHHoi remMoguinu Ha (GoHe XpoHMUeckuX 3abosieBaHuil. CBOeBpeMEHHas
JUArHOCTUKA B COYETaHUHU C MPABUIILHO MOAOOPaHHON Tepanuei mo3BosieT H30exXarThb
IPO3HBIX OCJOKHEHUH M BOCCTAaHOBUTH KIMHUYECKHE, TIE€MaTOJIOTMYECKUE H
PEHTI€HOJOTMYECKHUE MTOKA3ATENH.

4.2. Kaunuko-remarosioruyeckue 7| IXorpaguyeckue 0CO0EHHOCTH

remoguanyeckoi HegpponaTuu

B pabotax HEKOTOPBIX OTEYECTBEHHBIX M 3apyOEKHBIX HCCIeI0BaTeNeH
ykazaHo, u4yto y 30% OonbHBIX TeModuiuel BCTpEYAIOTCAd XPOHUYECKHM

KaJIbKYJIE3HbIN TUETOHEePPUT, TOUEUHAsI HEJOCTATOYHOCTh, THaApoHedpo3 [130].

Harmmm pesynbTaTsl HcciieoBaHus MoKa3aiu, 9YTo reModuinndeckas HedppomnaTus
pa3BUBaJaCb B OCHOBHOM Iipu TsDk€noM TeueHne ['d «A» u «B» u npu
IPOTrPECCUPOBAHUHI 3a0oneBaHus XapaKTepru30Baiach HapylIeHUEM
FEMOKOAryJIsIIUOHHBIX MOKA3aTeei.

VY nanuienToB ¢ '@ A u '® B Obuti BBISBIICHBI KaTbKYJIE3HBIN MUETOHEDPUT
(67,0% wu 35,0%), noueunass HemoctaTodHOCTh (63,0% u 29,0%) u ruaponedpos
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(35,0% u 19,0%). [TarueHTH TPEABABIISIN JKaJTOOBI HA OO B MOSICHUIHOM 00JIacTH
(95,0% u 56,0%), noxynaunue (97,0% u 48,0%), omuroanyputo (91,0% u 47,0%),
MOBBIIIEHHE apTepranbHoro nasienus (85,0% u 39,0%), nuzyputo (96,0% u 55,0%),
kpoBoTeueHus u3 Hoca (89,0% u 49,0%) u aécen (77,0% u 37,0%), reMmopparnueckue
BbIckIanus (65,0% u 34,0%), nuapero (89,6% u 30,0%), Tomuoty (79,0% u 27,0%),
pBoty (57,0% u 23,0%), connubocts (53,0% u 21,0%) (pucyHox 4.1).
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Pucynok 4.1. OcHOBHbIe KJIMHMYECKHE TPOSIBJICHUA TeMOPUINYECKOM
HedponaTuu
[TanbnaToOpHO yBENMYEHHE MMOYEK BBIABILIIOCH Y 52,9% nanuentoB c ' Ay

22,9% mnanuentoB ¢ I'd B. T'emodmimueckas HedpomaThus COIMPOBOXKIAAIACH
YCTOWYHUBOM TNPOTEUHYPUEH, LWIMHAPYPUEHU MW MAKpOreMaTypueu, a TaKxke
NOBBIIIEHHEM ypoBHS KpeatnuHuHa: mpu ['d A 305,0 [280,0-330,0] mxmous/i1, ipu ['D
B 173,0 [150,7-195,3] mxmounb/n1. CK® Oblia cHukeHa ouTH B 2 pasa: npu ['d A 53,0
[51,0-55,0] ma/mun/1,73 m2 npotus 73,0 [59,5-86,5] ma/mun/1,73 M2 npu I'd B. Ilo
JaHHBIM 3xorpaduu negopManus YalleyHO-JIOXAaHOYHOM CHUCTEMbl M YTOJIICHUE
MMOYEYHOU MAPEHXUMBI BBISBIUIUCE Y 97,0% nanuenTtoB ¢ '@ A u'y 45,0% nauueHToB
cl'®B.

Takum oOpa3zom, remoduimyeckas HepponaThs y NAUUEHTOB C reMo(uiIHei
pa3BUBaeTCA MPU CHUKCHUH YPOBHS (DAaKTOPOB CBEPTHIBAHUS, MPOTPECCUPOBAHUU

MMOYCUYHOM HCOAOCTATOYHOCTH M IIOBBIIICHHH CTCIICHH IIOPAKCHUA rokKazaresei
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remoctaza. K Hambonee dYacTo BCTPEHAOIIMMCS KIMHUYECKUM TMPOSBICHUSIM
reMo(uInIecKoi HeyporaTU OTHOCATCS: 00U B TOSICHUYHOM 00JIaCTH, MTOXYyTaHHE,
OJINTOAHYpPHSl, MOBBIIIEHUE apPTEPUANBHOTO HABICHHUS, NU3YpUsl, KPOBOTEUCHUS W3
HOCa U JECEH, TeMOpparu4ecKue BhIChITIAHUS, JUapesi, TOIHOTA, PBOTA, COHJIIMBOCTD,
Hedpomeranus, YCTOMYMBAsE NPOTEUHYpPHUS, IWIMHIPYpPUS, MaKporeMarypus u
JIOCTOBEPHOE YBEIMYEHUE YPOBHS KpeaTnHUHA U cHUKeHne CKO.

Ciayyail M3 KIMHMYECKON mnpakTuku. bonpHOM A., 27 ner, mocTynwi B
rematosornueckoe otaenenue 'Y HMIIPT «lludobaxm» ¢ xamobamu Ha
BBIPOKEHHYIO C1a00CTh, KPOBOTEYECHHS W3 HOCAa © JAECEH, TOJOBHYIO OOJIb,
TOJIOBOKPYKEHHE, Cep/IlleOMEeHHE, OJIBIIIKY, OOJU B IEBOM KOJICHHOM CYCTaBe.

Anamnesis morbi. C ngerctBa ctpamaer remodmmerr A. CocrouT Ha
JTUCIIAHCEPHOM YUYETE y TeMaTOJIOra.

[Ipu mocTymieHuu B cranrioHap ypoBeHb Hb B kpoBu coctamisun 63 1/, npu
BBITIUCKE — 95 T1/11.

[Tocnennee yXyauieHHWE COCTOSIHUS CBSI3BIBAET C TEPEHECEHHBIM T'PUIIIOM.
[Tepuoauyuecku BO3HUKAIM HOCOBBIE KPOBOTEUEHHUS, O0JIU B JICBOM KOJICHHOM CYCTaBe.
K remaronory He oOpamaincs, camoBoiabHO BBOAWA KoHieHTpar VIII dakropa
CBEpPTHIBaHUS O 2-3 ThIC. €d. B CyTKU. [locTerneHHo HapacTaiia OfbllliKa U 00bEM
BBIICIIIEMON KPOBH W3 HOCA, TMPUCOSAWHIUIMCH MPOTPECCHPYIOMas ClaboCTh,
cepareoueHue.

B cBa3u ¢ yxynamieHWeM COCTOSIHMSI TAIMEHT ObUT TOCHMUTAJIM3UPOBAH B
reMaToJI0THYECKOe OTIETICHHUE.

Anamnesis vitae. B romoBamom Bo3pacte BIEpBbIE pPa3BHIOCh HOCOBOE
KPOBOTEUEHHE MOCJIe MAJEHUs cO CcTylna. KpoBoTeueHHE MpOAOIKAIOCh OKOIO 3
CyToK. bbuin Ha3zHadeHbl TpaHChy3UM KPUOMNPEUUINUTATa M AHTUTEMOPUIHHON
n1a3Mbl. Bce BHYTpUMBIIIEUHBIE UHBEKIIMHU OBLITM OTMEHEHBI.

B 15-netHeM Bo3pacTe HaOIOAaNCs MAaCCHUBHBIM MOCTpPaBMaTHUYECKUI
reMapTpo3 JIEBOr0 KOJEHHOI'O CYCTaBa W MEXKMBIIIEUYHbIE T€MaTOMbl JIOKTEBOIO

CyCTaBa, C MOCIAEAYIOIINM Pa3BUTHEM CrU0ATEIbHOU KOHTPAKTYPBHI.
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CocrossHMe TIpU TOCTYIUICHWU CcpemaHeil TsokecTH. Koka W IBET KOXKHBIX
MIOKPOBOB OJIeHBIC, TYProp KOXKH CHIDKEH, S3bIK OOJIOKEH OeoBaThIM HaJIETOM.
OtékoB Het. JIumbaTruyeckre y3ibl He MaJbIUuPYIOTCS.

N3-3a remapTpo3a 00BEM JIEBOTO KOJEHHOTO CyCTaBa OBLT yBEIMYEH U
HaOJII0AA)IM OTPAaHUYEHUE IBMKCHUS B HUX.

OOsacTe TPyAHOW KJICTKH O€3 MaTOJIOTMYECKUX W3MCHCHHH, MalIblIaTOPHO
0e300s1e3HeHHBIN. YacToTa AbIXaTeNbHbIX IBUKEHUN — 17 B MUHYTY. | paHuLbl TETKUX
B MpeJiesiax HOPMbI, AyCKYJIbTaTUBHO OIpEEseTcs Be3UKyIsipHoe Abixanue. Cepie
0e3 MaTOJOTWYECKNX W3MEHEHUW, €Tr0 TPaHWIbl HE PaCHIMpPEHbl. TOHBI SICHBIC,
putmuunbie. YCC u mynbe — o 115 B munyty. Aprepuansnoe nasienne — 110/80 mm
pT. cr. JKuBOT MsTKuil, npu nanbnanuu 0e30071e3HEeHHbIN, MeUeHb U Cele3¢HKa He
nanenupytorcs. Cumnrom I[lactepHarikoro otpunaTenbHbA. Moueucmyckanue
cBoOOIHOE, Oe300e3neHHoe. CTyln peryisipHbiid. ['eMorpamMma: reMorsioous — 57 /7,
sputpouuThl — 2,87%10'/n, mBeroBor mokazarenb — 0,59, remarokputr — 17%,
neiikormtel  — 4,9x10%/n, Tpomboumtel — 359x10%/1, oosuHOUIBI 3%,
najgoukosgaepHeie 3%, cerMmeHrosepHbie 63%, 6azoduiasr 1%, mumdbonuter 35%,
MOHOIUTHI 5%, COD 25 mM/u.

OOmmii aHanu3 MouM: yAelbHBIM Bec mMoun cHuxkeH (1007), mporeunypus
(1,65%), makporeMatypusi, HUAITUHIYPHSL.

buoxumudeckuii ananus KpoBu: oot 6enok 73,0 r/1, MoueBrUHA 7,3 MMOJIB/J,
kpeatuHuH — 139, rmoko3a 5,6 MMmoub/n,  kenae3o 7,2 MKMOJB/J,
ananuHamuHoTpancdepaza 15,0 EJl/n, acnaprar-amunorpancdepaza 20,5 EJI/m.
Antutena k BUY, k Bupycy renarura C, peakuunst Baccepmana orpunarensnas. OKI
putm cunycoBslid, YCC 115 B 1 MuH, oCp cepania HE OTKIOHEHA.

Ha VY3U mnouek nHaGmromaercss ruaponHedpo3 Il cremenm mpaBoil MOYKH.
[TanimeHT MPOKOHCYIBTUPOBAH TEMATOJIOTOM: TeMOGUINS TUTIA A CpETHEN TSIKECTH.

Huarnos. I'emodunus tuma A cpemHeil creneHu TsokecTH. OCIOXKHEHHS:
reMapTpo3 JEBOTO KOJICHHOTO CYCTaBa M KPOBOTEUCHUE U3 HOCA U JECEH.

I'emodunuueckas nedpomnarus. I'uaponedpo3s Il crenenu.
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[IpoBonunock seuenue: ¢akrop cBEpThiBanms kpoBu — VIII, mepenmBanue
PUTPOIUTAPHON MACCHl U BHYTPUBEHHOE BBEJICHUE KPUOMPELUIIUTATA, MPETapaThl
&Keye3a, aMUHOKAIIPOHOBast KUCJIO0Ta U BUTaMuH K.

[Tocne mnpoBenéHHOW Tepanmuyu OTMEYAJIOCh KIWHHUKO-Ta0OpaTOpHOE U
PEHTICHOJIOTUYECKOE YIIy4llleHHe. bBIeIHOCTh KOXM U  CIM3UCTBIX 000JI0YEeK
yMeHbIIach. B remorpamme: remorsiooun 73 1/m, sputpouutshl 3,39 x 1012/m,
1BeTOBOM noka3zareinb 0,59; rematokput 17%, nevikorutsl — 8,9 x 109/1, TpoMOOLIUTHI
225 x 109/n, mamoukosmepubie 3%, cermeHTtosaepHbie 65%, mumdoruter 30%,
MoHOIHTHI 3%, COD 18 Mm/4. [laruieHT BRIMMUCAH B YAOBIETBOPUTEIHHOE COCTOSTHHEC
C PpEeKOMEHJalMel ToJ HaONIONCHHEe TeMaToyiora, CBOCBPEMEHHO MPHUHSTH
AHTHAHEMUYECKOE JICUCHHE.

Takum oOpa3oMm, CBOEBpEMEHHAasl AMArHOCTUKA M Tepamus remMouinu A
IPEIOTBPAIIAET OCIOKHEHHUS.

4.3. Ilcuxo3MoOUMOHAJIbHBbIE HAPYIIEHUS Yy MAIUEHTOB ¢ reMopuinei

I'emodunus — HacIeICTBEHHOE, XPOHMYECKOE, PEIUANBUPYIOIIee 3a00/IeBaHKE,
XapaKTepHU3yIoleecss THKENBIM TEUCHUEM, HApYIICHUEM CHCTEMBl TeMOCTas3a,
COTIPOBOXKIAOIICECS HAPYKHBIMU M BHYTPCHHHUMH KPOBOTCUEHUSMH, HECOMHEHHO,
BJIMSIIOIIAs HA TICHXOAMOIIMOHAIBHBIN QoH naruenTa [7, 5-13].

B TO0 Xe BpeMs, 0 HACTOAIMETO BPEMEHU BOIMPOCHI JIMYHOCTHOTO
pearupoBaHusi Ha 00JIE3Hb y MAIIMEHTOB C TeMo(uiMel 10 KOHIA HE U3yYEHBl U HE
CHUCTEMAaTHU3UPOBAHbI, CYIIECTBYIOT €IWHUYHBIE TMYyOJIMKAllUA, OTPaKAIOIIHNE
MICUX09IMOIIMOHAIBHOE COCTOSIHUE 3TOM KaTeropuu OOJIBHBIX.

AHanu3 pacrpejieNieHusl ypoBHEW TpeBOKHOCTH Mo Iikaje Cnuibeprepa—
XaHMHA BBISBUJI CTAaTUCTHUYECKH 3HAUMMBbIC pPa3IU4Msl MEXAY TMalMeHTaMH C
remopunuert A u remodunueir B (p < 0,05). YV namuentoB ¢ remoduiamen A
npeo0aaan BICOKUIA YPOBEHb TPEBOKHOCTH, KOTOPBIM ObLI BBISBIEH 0o0jiee 4eM Y
MOJIOBUHBI 00ciienoBaHHbIX — Yy 40 uyenoBek (52,6%). B rpymnme nanueHTOB ¢
remodureii B BBICOKHI YpPOBEHB TPEBOKHOCTH PETHUCTPHPOBAJICS CYIIECCTBEHHO

pexe —y 20 nanuenTtos (27,0%).
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B T0 e BpeMs HU3KHIl ypOBEHb TPEBOKHOCTH JIOCTOBEPHO YaIlle OTMEYaJICs y
naiueHToB ¢ remoduiueii B (28,4%) 1o cpaBHEHUIO ¢ MalMeHTaMu ¢ reModunuein A
(11,8%). YmepeHHslii ypoBEHb TPEBOXKHOCTH TaKKe 4allle HaOIoJancs B TpyIe
remouinu B (44,6% npotus 35,5% B rpynmne A). [lonyueHHble JaHHBIE YKA3bIBAIOT
Ha 0oJiee BBIPAXKEHHYIO TPEBOKHYIO CUMITOMATUKY Y IMAIIMEHTOB ¢ reModuiuenn A
(Tabnuia 4.3).

Tabmuuna 4.3. Pacnpepnesienue

MalMeHTOB ¢ remMopuavedl 1O YPOBHIO

TPEBOKHOCTH N0 mKkaje Cnuiadeprepa—Xanuna (mpumep, n= 150)

YpoBeHb bamn o A ['®B p p_adj

TPEBOKHOCTH (STAI) (n=76) (n=74) Holm
Huskuii <30 9(11,8%) |21(28,4%) |0,014 |0,028
YMepeHHbIi 31-45 27 (35,5%) | 33 (44,6%) | 0,318 0,318
Bricokuit >46 40 (52,6%) |20 (27,0%) | 0,002 | 0,005

[Ipumeuanne: p — Tounbli kputepuii @umepa (2x2); p_adj Holm — mompaska Xomma s 3 mOCT-XOK
CpaBHEHUI

Takum 006pa3om, y marueHToB ¢ reMounueii A orMeuanachk 00see BbhICOKast
BBIPQXKEHHOCTh TPEBOKHOW CHMIITOMATUKH 1o IMikajge Crunbeprepa-XaHuHa IO
CpPaBHEHMIO C MalMeHTaMu c¢ remodunueit B, yTo moarBepkaaeTcst CTaTUCTUYECKU
3HAYUMBIMU DPA3JIMYUSIMHU B PACHpPEIECICHUU YPOBHEH TPEBOKHOCTU (KpUTEpHMd Y2
[Mupcona mms Ttabmuner 2x3, p=0,002). IIpeobOnamaHwie BBHICOKOTO YpPOBHS
TPEBOXKHOCTU (>46 OGamnoB) y OonbHBIX Temoduuein A (52,6% npotus 27,0% tpu
remodunuu B; p adj(Holm)=0,005) yka3siBaeT Ha OOJIBIIYIO IICHXOIMOIIMOHATIBHYIO
HArpy3Ky B 3TOM Ipynie U 000CHOBBIBAET 11€71eCO000pa3HOCTh U PEpeHIIMPOBAHHOTO
IICUXOCOIMAJIBHOTO COMPOBOXK/IEHHUS B CUCTEME KOMILIEKCHOTO BEJACHHS MAIMEHTOB.

AHanmu3 pacnpelenieHusi CTENEeHH BBIPAXKEHHOCTH JENPECCHHM M0 IIKalle
I'amunerona (HAM-D) B oGciieioBaHHOM BBIOOpKE B3pOCibIX ManueHToB (n=150)
BBISIBIJI CTATUCTHUYECKH 3HAYMMBIC PA3IUYUs MEXAY MalueHTaMu ¢ remoduinei A
(n=76) u remodunueit B (n=74) (kpurepuii chi2 ITupcona ans tTadbnuiist 2x3, p=0,009).

VY GonbHBIX TeMOoduiel A yMepeHHas U TsDKENast IeMPEeccusi BCTpedannch vamie: 64

u3 76 (84,2%) nmpotus 48 u3 74 (64,9%) npu remopunuu B. Tsxénas nenpeccus (>=19
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0aimoB) peructpupoBanach damie npu remopunnu A (30 u3 76 (39,5%) npotus 16 u3
74 (21,6%)); pazaumums  ObLIM  cTaTUCTHYecKW  3Haunmbl  (p=0,022,
p_adj(Holm)=0,043). Jlérkas nemnpeccus (8-13 OannoB) yaie BBISBISUIACH IPU
remopunuun B (26 u3z 74 (35,1%) mporuB 12 uz 76 (15,8%)); p=0,008, p adj
(Holm)=0,025. Pasnuuuii mo moyie ymepeHHou nenpeccuu (14-18 OGamioB) He
BbIsiBIIEHO (p=0,871) (Tabnuua 4.4).

Tabauua 4.4. Pacnpeaesienne B3pOC/bIX NAMUEHTOB ¢ reMopuiineil mo creneHu

JAenpeccuu
Crenens aenpeccuu | bamnet HAM-D | T® A (n=76) | T® B (n=74) | P p_adj Holm
Jlérkas 8-13 12 (15,8%) | 26 (35,1%) | 0,008 0,025
VMepeHHast 14-18 34 (44,7%) | 32 (43,2%) |0,871 0,871
Tsoxénas >19 30 (39,5%) |16 (21,6%) | 0,022 0,043

[pumeuyanne: p — tounslii kpurepuid @umepa (2x2); p_adj Holm — nonpaska Xonma mis 3 HOCT-XOK
CpaBHEHUI

Takum 00pa3oM, y mauuMeHToB ¢ reMopuianeit A JIepecCuBHbBIE pacCTPOCTBa
XapaKTEepU3yIOTCsS OOJIbIIEH BBIPAKEHHOCTHIO IO CPaBHEHUIO C MAlUEHTAMH C
remoduueil B. [IpeoOnaganrie yMepeHHbIX U TSHKENBIX (popM Aenpeccun y 0OJIbHBIX
remopunuet A, BEpOATHO, CBS3aHO C Oojee TAKENBIM KIMHUYECKUM TEUCHUEM
3a0oneBaHusi, Oonee BBHICOKOM YacTOTOM TIE€MOPpPAard4ecKUX OCJIOXKHEHUH H
3HAYUTEIBHON XPOHUYECKONH COMATHYECKOM HAarpy3koil. BhisiBIeHHbIE 0COOCHHOCTH
NOMUEPKUBAIOT HEOOXOAMMOCTh PAHHETO BBISBICHUS M KOPPEKIUU JEMPECCUBHBIX
PacCTpOrCTB, OCOOCHHO Yy MAIMEHTOB ¢ TeMorne A.

Ciayyaii M3 KIMHMYECKOW mnpakTuku. MyxuuHa, 27 JeT, NMOCTynua B
rematosiornueckoe otaeneHue 'Y HMI] PT «Illudobaxmm ¢ xamodbamu Ha JIeCHEBbIE
U HOCOBBIE KPOBOTEUEHMS], TOJIOBHBIE 0OOJIM, TOJIOBOKPYKEHUE, CHIKEHHUE amleTuTa,
HapylIEHUE CHa, YyBCTBO TPEBOTU, COMPOBOXKAAIOIIETOCS MOAABJICHUEM HACTPOECHMUS,
anaThe K JKU3HHU, JIETIPECCHEel M MPOTrpecCUpylomie cinabocThio, CTpax mepes
HNOBTOPHBIM YXYAIIEHUEM COCTOSIHUS 3a00JI€BaHUS.

N3 anamHe3a 3a001€BaHusl YCTaHOBJIEHO, YTO MALMEHT CTpaaaeT reMopuauen
A na mpotshxenud 15 ner. Ha dpone Tepanuu pakropamu VIII Teuenne 60me3Hu paHee

KOHTPOJMPOBAJIOCH, OAHAKO B IMOCICIAHUC HABC HCACIM OTMCYUCHO YXYJIIICHHUC
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COCTOSIHUSI: BO3HUKJIM Te€MapTpO3bl KOJEHHBIX CYCTaBOB, HOCOBBIE M JIECHEBBHIE
KPOBOTEUEHHUSI, & TAaKXKE YBEIMYCHUE KOJIMYECTBA I€MATOM Ha KOXKE IepeaHei
MOBEPXHOCTU OEnep W >KUBOTA, TMOSIBUIMCH T€MapTpPO3bl B KOJEHHBIX CYCTaBax,
KPOBOTEUEHHUSI U3 HOCA U JAECEH, a TAK)KE YBEIMYMBAIUCH CUHAKU HAa KOXHU TMEPeIHEH
OBEPXHOCTH OEnep u xuBoTa. [losiBUIICS cTpax mnepe HOBBIMU KPOBOUBIUSHUSIMU U
KpOBOTEUECHUSIMM Ha (oHe O01eBOro CcuUHApOMa HaOII01aJ0Ch OrpaHUYCHHE
NOABWKHOCTU B cycTaBax.Ilpy OOBEKTUBHOM OCMOTpE TALMEHT BBITJISAICTT
MCTOUIEHHBIM U TPEBOKHBIM, HAOJIOIAJIUCH TPOSIBJICHUS ICIPECCUBHOIO CUHAPOMA B
BUJIC: TIOJIaBJICHUSI HACTPOCHUS, amnaTuu, HEJIOMOTaHus U  YTOMIISIEMOCTH,
paccessHHOCcTH. Ha KoXXe BHJAHBI CTapble TE€MOpPPArMYECKHE  BBICHIMAHUS.
Buzyanusupyercst 0oT€UHOCTb KOJICHHBIX CYCTaBOB.

B remorpamme: spurporuthl: 4.7 X 1012/1; remorno6un: 135 r/m; meHKOIUTHI:
7,7 x 109/1, rpomOo1uThI: 185 x 109/11; rematokput: 0.43;

Koarynorpamma: mporpomOuHoBoe Bpemsi: 12,5; akTUBUPOBAaHHOE YaCTHUYHOE
TpombortactuHoBOE BpeMsi (AUTB): 85 cek (Hopma 25-35 cek); pubpunoren: 3.5 r/m;
yposenb (akropa VIII: 17% ot HopMbI (HOpMa 50—-150%).

OueHka ypoBHS JIENPECCHM C HMCIONb30BaHWEM IMIKainbl beka: pesymprar 27
0aJIJIOB, UTO COOTBETCTBYET YMEPEHHOM JAENPECCHUH; BBICOKASI TPEBOKHOCTD I10 IIKAJE
TpeBoru ["amunbsToHa (18 Gamios).

Huarnos: remodmmust A, cpeaHeTsDkENoe TeueHue. TpeBOKHO-IeTPEeCCUBHBIN
CUHIPOM.

[IpoBenena 3amecTuTenbHass Tepamnus ¢ KoHieHTpatom dakropa VIII;
npodunaktuaeckoe BBeaenue dakropa VIII nis npemoTBpaliieHuss KpOBOU3IUSHUHN B
cycraBpl. Jlnst oOyerdyeHUss CHUMIOTOMOB JI€PECCMM W TPEBOXKHOCTH, U A
IPEOoJI0JICHHUsI cTpaxa Tmepea 3a00JieBaHUSIMA M YIYYIIEHHUS aJanTalud K
XpPOHUYECKOMY 3a00JIEBaHUIO TPOBEJIEHBI ICUXOTEpaleBTUUECKHE Oeceabl U
AHTUJICTIPECCUBHASI TEPAIHSI.

Takum  00pa3oM, CBOEBpEMEHHasi KOPPEKIMsS  I[CHUXO3MOLMOHAIBLHOTO

COCTOSTHUS TManuenTa Ha (oHe 3amecTutenbHou Tepanuu (akropom VIII mo3Bonser
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JIOCTUYb 3HAUUTENIBHOTO YJIYYIICHHUS KaueCTBa WU3HU M YMEHBIIEHUS TPEBOTU U
JEIPECCUM.
4.4. CocTosinne nokaszareJeil KauyecTBa ;KU3HU MANUEHTOB ¢ reMopuianei

CocrosiHue mokazareieil KayecTBa >KU3HU Yy MAlMEHTOB C IeMO(PMIMEH MbI
olIeHUBaJIM ¢ nmoMonibio EBponeiickoro onpocauka MOS-SF-36, KOoTOpbIil BKIIOYAET
36 BOmpoCOB M &8 MIKaj, OTpaKawIMX (U3UYECKOEe, MCUXOJOTUUECKOe U oOIiee
COCTOSIHHE 3/10POBbS, @ TAKKE HHTEHCUBHOCTb OOJIH.

[Tpu nérxkom Teuenne ['D mpobiieM ¢ mepeMerieHneM, caMo0OCTyKUBaHUEM
O0JBHBIX HE BCTPEYAIOCH, TOT/Ia KaK MPU Pa3BUTUHU TeMapTpo3a MPH CPEAHETSIHKEIOM
U TOKENOM  TEYEHHE  BO3pacTald  MOpoOJeMbl C  TEPEABHKCHHEM |
caMo00CTy)KUBAaHUEM, UYTO YXY/IIAJI0 KaueCTBO KU3HU MAI[IEHTOB.

BepositHO, 3TO OBLIO 0OYCJIOBIEHO YCUJIEHHEM OOJIEBOTO M aHEMHUYECKOIO
CHUHJIDOMOB, CIOHTAHHBIMU  KPOBOTEUECHHUSIMHU, MPUCOECIUHEHHEM BTOPUYHOM
UHDEKIMU U Pa3BUTHEM MOJUOPTaHHON HEIOCTATOYHOCTH. YKa3aHHBbIE (DaKTOPHI
HETaTUBHO OTpakaynch Ha xu3HeHHou cuiie (OKC), dusnueckom GyHKIIMOHUPOBAHUHT
(D), poneBoM (HYHKIHMOHHPOBAHUHU, OOYCIOBICHHOM (PU3NYECKUM COCTOSTHUEM
(POD), cortmansuoM pynkimonupoBanuu (CD), obiiem coctosiHuu 310poBbs (03) u

ncuxuueckom 3110poswe (113) (pucynok 4.2).

45% -

40% -

35% -

30% -

25% A HTDA
20% - ml®B
15% A
10% A
5% A

O% T T T T T 1
KC 00] POO co 03 n3

Pucynok 4.2. Onenka kayecTBa KM3HHU Y JHI ¢ reModuiueii
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ITo naHHbBIM pucyHKa 4.2 3HaY€HHs BCEX YKA3aHHBIX JOMEHOB ObUIM HMXKE Y
MaIMEeHTOB ¢ reModuiiuel A, 4em y maiueHToB ¢ reMmopunuei B.

Taxk, xuznennas cuna (OKC) npu remodunuu A cocrasisger Bcero 27%, Toraa
kak npu remopunuun B — 43%, 4TO CBHAETENBCTBYET O 3HAUYMUTEIBHO Oolee
BBIPAKEHHON YTOMJISIEMOCTH M CHI>KEHUH SHEPTMYHOCTH Y OOJIbHBIX reModuineit A.

AHanornyHasi TEHJEHIUs HaOMIOJaeTcs W MO APYrMM JOMEHaM KauecTBa
Ku3HU: Puszndeckoe Ppynkiuonuporanue (OD) cauxeno 10 25% npu remodpuiuu A
npotuB 40% mnpu remoduiuu B; poneBoe (yHKIMOHUpOBaHHE, OOYCIOBICHHOE
¢usnaeckum coctossaueM (PD®D), cocrasmser 23% mporuB 37%; cormuambHOE
dbyaknuonupoBanue (CD) — 21% npotus 35%; obmee coctostaue 370poBhs (O3) —
20% npotuB 33%; ncuxuueckoe 310poBbe (I13) — 20% npotus 30%.

Takum o6pa3om, mamuMeHTsl ¢ TremMouinel A XapakTepusyrTcs Oolee
BBIPOKEHHBIM CHIDKEHHEM KauecTBa J>KM3HU, YTO CBA3aHO C THKEIBIM TEUYCHHUEM
3a0051€BaHus1, YACTHIM OOJIEBBIM CUHIPOMOM, OTpaHUYEHUEM (PU3NYECKON aKTUBHOCTH
U TCUXOAMOLIMOHAJIBHBIMU HapylieHusiMu. Hanbosee HUBKMMHU TMOKa3aTensiMu
OCTABAJIMCh YKU3HEHHAsI SHEPrus, (PU3MUECKOE M TMCUXUYECKOE 3JI0POBHE, a TAKKE

colabHOE (PYHKIIMOHUPOBAHUE.
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T'JIABA 5. OBCYXIEHUE PE3YJIbTATOB UCCJIEIOBAHUSA

[IpoBen€HHOE HCCleIOBaHUE BIEPBBIE MPEACTABUIIO PA3BEPHYTYIO KIMHHUKO-
AMUJEMHUOJIOTMYECKYIO XapaKTepUCTUKy remoduiinu B PecyOnrke TamkukucTan Ha
perpe3eHTaTUBHOM Matepuaje, BkiItouuBiieM 773 maruenta (758 myxumH U 15
YKEHIIMH) B BO3pAacTe OT OJHOI0 rojia 710 46 JieT U crapiie, HabJt01aBIINXCS 32 IePUOJL
2014-2024 rr. IlonydeHHble pe3yJbTaThl TO3BOJSIOT HE TOJLKO OIKCATH
pacmpoCTpaHEHHOCTb, PETUOHAIBHYIO CTPYKTYPY U KIHWHHKO-1a0OpaTOpHBIC
0COOCHHOCTH 3a00JIeBaHUS B YCIOBHUSX PECIyOIMKH, HO WU COMNOCTaBUTh HX C
COBPEMEHHBIMH MEXTYHAPOIHBIMU U OTCUECTBCHHBIMU JTAHHBIMHU, YTO HEOOXOIMMO
JUisi 00OCHOBaHUS TPUOPUTETOB OPTraHU3AlUU CHEIHATM3UPOBAHHOW TTOMOIITH.
Iemodummst TpaguImoHHO paccMaTpuBaeTcs Kak X-CIEIUICHHAs peleccuBHas
Koaryyomnarusi, oOycioBiaeHHas gedururom  daktopoB VI wumum  IX wm
XapaKTEepU3yIOUasicsi TeMaTOMHBIM THUIIOM KPOBOTOYHMBOCTU C TMpeoliaaHueM
remMapTpo3oB [6, 57, 124]; mnomydeHHble B peCHyOJIMKe JIaHHbICE B IIEJIOM
BOCIIPOU3BOIST YHUBEPCAJIbHBIC 3aKOHOMEPHOCTU O0JIe3HH, mpuodperas mpu 3TOM
PAT BBIPAXKEHHBIX PETHOHATBHBIX OCOOCHHOCTEH.

VYcTaHOBIEHHBIM ypOBEHb pacnpocTpaH€éHHOCTH remoduiuu B PecnyOnuke
Tamxukucran cocraBun 7,5 ciaydass Ha 100 Teic. HaceneHus. CoIoOCTaBlIEHUE C
MEXIyHApPOJIHBIMH OIICHKAMH YKa3bIBA€T HA 3HAUYUTENIbHBIM pPa3phbiB: MO JIAHHBIM
MeTaaHaJIn3a HallUOHATBHBIX PETUCTPOB, PACIPOCTPAHEHHOCTH TOIBKO TeMoru A
nocturaet 17,1 ciaydas Ha 100 Thic. My>KUHMH, a CyMMapHbIil MOKa3aTellb ¢ YYETOM
remodunun B okaswiBaercs emé Boimie [98]. [lomoOHOE pacxoxaeHne 3aKOHOMEPHO
UHTEPHPETUPOBATh KaK MPOSIBICHUE TUIIOJUATHOCTUKHU, XapaKTEPHON ISl CTpaH C
OTrpaHUYEHHBIMH PECYpPCaMHU, IJI€ BBISBISAETCS JIMIb Majias J0Jid OOJbHBIX, TOCTYI K
71a00paTOPHON JUArHOCTUKE OTPAaHWYEH, a HAIMOHAJbHBIE PETHUCTPhl OTCYTCTBYIOT
unu Henoaubl [81, 106, 115]. OnbIT KpyNHBIX pa3BUBAIOIIUXCS CTPAH MOITBEPKIAACT
MaciuTad HeAoydETa: PErucTpUPYyEeMOe YHCIIO OOJNIBHBIX HEPENKO KPaTHO YCTyMHaeT
pacuétnoit Benuuune [95, 100]. ConocTtaBneHue ¢ conpenenbHbIM Y 30€KUCTaHOM, I]1e
3a JECATWICTHUIN MEepPUOJ] pacCUUTaH CPEAHUM MOKa3aTellb YaCTOThl MIPU POXKICHUU

nopsizka 1,14 x 107* [77], Takke CBUACTEIBLCTBYET O TOM, YTO TAIPKUKCKUE BEJIMUUHBI
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OTpaXalOT HE UCTHHHO HHU3KYI0 YacTOTy 3a00JieBaHHA, a HEJOCTaTOUYHYIO
BBISIBISIEMOCTh. IlolydeHHBIE JaHHBIE COIJIACYIOTCSI C PE3yJbTaTaMH paHeEe
BBITIOJTHEHHBIX B pecnyOnuke mnpoduibHbIXx pador [41, 42] W OJHOBPEMEHHO
CYILIECTBEHHO PaCIIUPSAIOT UX 3a CYET aHaJM3a MHOTOJIETHEH NMHAMHUKU M KIMHHUKO-
nabopatopHOro npodus OOJIbHBIX.

ConocTaBieHre NOJIYyYEHHBIX JaHHBIX C 3MUJIEMUOJIOTUEN FeMOpUINH B IPYTUX
CTpaHaX C OTrPAaHMYEHHBIMH PECYpCaMH YCUJIIMBAET BBIBOJ O MPEUMYILECTBEHHO
OpraHU3aLMOHHOM, @ HE OMOJIOTMYECKON NMPUPOIE HU3KUX TAJKUKCKUX TMOKa3aTesen.
Cucrematnueckue 0030pbl W PETHOHANBHBIE HCCIICIOBAHUS JIEMOHCTPUPYIOT
CYILIECTBEHHYIO reorpau4ecKyro BapraOeIbHOCTh perucTpupyemon
pacnpocTpaHEHHOCTU: B CTpaHax AsuM U AQpPUKH OHA YCTOWYMBO HUXKE, YEM B
rocyJlapcTBax C BBICOKMM YPOBHEM J0XOJa, YTO OTPaXaeT pa3iiuyus B IOJHOTE
BBISIBJICHUS, 2 HE MICTUHHYIO PEJIKOCTh 3a0oneBanus [83, 128, 135]. [lokazaTenbHO, 4TO
B KPYNHBIX pa3BUBAIOLIMXCA CTpaHaX pa3pblB MEXKIY 3apErMCTPUPOBAHHBIM U
pPacyE€THBIM YHKCIOM OOJBHBIX JIOCTUTA€T MHOTOKPATHBIX 3HAYEHUW, a HHU3KHM
NOKa3aTellb PErUCTPUPYEMON PACTIPOCTPAHEHHOCTH MPSMO CBSI3BIBAECTCS ABTOPaMHU C
HEJ0IMarHOCTUKON 1 HenosHoToi yuéta [100]. JlaHHbIe T7100aIbHBIX HHCTPYMEHTOB
MOHUTOpPUHIA MOATBEPKAAIOT HEMOJHOTY MHUPOBOro Yyuéra: Mo OOOOIIEHHBIM
OLICHKaM €XETrOJHBIX TJI00ATBHBIX ONPOCOB U BCEMUPHBIX PETUCTPOB BBISBIICHA JIHIIIb
4acTh 0KUAAEMOT0 YUCIIa O0JIbHBIX, a 00€CIIEYEHHOCTh TOMOIIBIO B CTPaHaX C HU3KUM
moxomoMm otctaér Ha gecartmietus [81, 141, 143]. B momoOHOM KOHTEKCTE
YCTAaHOBJICHHBIA B pecnyOnuke ypoBeHb 7,5 cimydas Ha 100 Thic. HaceneHUs MHpu
cooTHomieHn# reModuianu A u B okoso 4:1 3akoHOMEpHO TPAKTOBATh KaK OTPaKEHHE
HayaJIbHOro 9Tana (OPMHUPOBAHUS CHUCTEMbl BBISIBICHHS W pEruCTpaludd, a
BBIPAKEHHBIH MHOTOJIETHUM POCT 4YHCJIA YYTEHHBIX OOJIBHBIX - KaK pe3yjbTaT
NOCTENEHHOr0 YJy4YllleHUsl JUarHocTuku. llomydeHHble pe3ynbTarbl (HOPMUPYIOT
UCXOJIHYIO 3MUEMHUOJIOTMYECKYI0 0a3y, HEOOXOAUMYIO ISl UIAHUPOBAHUS PECYPCOB
U OLIEHKHU 3((HEKTUBHOCTH OYAYIIMX OPraHU3alMOHHBIX MEPOIIPUATHH.

TepputopuansHoe pacnpenenenre OOJbHBIX OKa3aloCh HEPABHOMEPHBIM:

HauOOJIbIIIEE YHUCJIO TMAIMEHTOB TMPUXOAWIOCh Ha pPaloOHBI PECIyOIMKaHCKOTO
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noguuHenus (N=251; 32,5%), nanee cnemoBanmu XatioHckas (N=216; 27,9%) u
Cormumiickas (n=191; 24,7%) o6mactu u ropoxa Hyman6e (n=100; 12,9%), Torna xak
HAaMMEHbIIIasd YacToTa 3aperucTpupoBaHa B [opHo-bamaxmianckoil aBTOHOMHOM
obnmactu (N=15; 1,9%). Cronb BbIpaXEHHbIE MEXPETHOHAJIbHBIC PANHUUS TPU
COMOCTAaBUMOM B IIpeiesiaX CTpaHbl MOMYJISLUMOHHON CTPYKTYPE C TPYJIOM OOBSICHUMBI
UCTUHHBIMM  pPa3IMUMSIMHA  YacTOThl ~ OOJIE3HW U, BEpOsITHEE, OTPaXKaIOT
HEOJHOPOJHOCTh JHArHOCTUYECKOM U PErucTpaloHHONM paboThl, a TakxKe
JOCTYITHOCTH CHEUUATU3UPOBAHHON MOMOIIM B OTHAENIbHBIX peruoHax. CTpykTypa
dopm  3aboneBaHMsi B pecmyOJMKEe  COOTBETCTBOBajIa  OOIIEMHPOBBIM
3aKOHOMEPHOCTSIM: Ha Temodwmmmio A mpuxomgwiock 615 GompuBIX (79,6%), Ha
remodmmmio B - 158 (20,4%), cmydan remodrmmu C He BCTpeUasnch, a 10 18-1eTHero
BO3pacTa 3aboseBanue BoIBIsLIOCH B 40,0% Habmoaenuii. COOTHOIIEHHE OCHOBHBIX
dbopm okoJ10 4:1 cornacyeTcs ¢ KJIaCCUUeCKUMU MOMYJISIIMOHHBIMY JaHHBIMU [98, 141]
U C pe3yJbTaTaMd HCCJICJIOBAaHUMN, BBINOJHEHHBIX B JIPYTHMX CTpaHax C
pa3BHUBAIOIIMMHKCS CHCTeMaMu peructparuu [83, 85, 128, 135].

AHanu3 MHOTOJICTHEH AMHAMUKHU BBISBUJI YCTOMUYUBBIA POCT YHCIIA YUYTEHHBIX
OOJIbHBIX, KOTOpBI MPAaBOMEPHO TPAKTOBATH MPEXJIE BCEr0 KakK YIy4dIlICeHUE
BBISIBIIIEMOCTH M PETHCTPALMH, @ HE KaK UCTUHHOE YBEIMYCHHUE 3a00JIeBaeMOCTH. Y
B3pPOCJIOr0 KOHTUHI€HTA 00I1I€€ YMCIIO MaeHToB Bo3pocio ¢ 333 B 2014 r. 1o 461 B
2024 1. (abcomoTHBIA TpupocT +128), mpu STOM yAENbHBI Bec reMopuinuu A
nocteneHHo cHrkancsa ¢ 94,0% mo 83,9% nHa ¢doHe abCOMOTHOrO pocTa 4YHCIIA
OONBHBIX JTaHHOW (QopMoil, Torna kak nonst remodmimu B yBenmnumnace ¢ 6,0% 10
16,0% (tpenn craructuuecku 3Hauum, P<0,001). ¥V nerckoro KOHTUHIE€HTa POCT
okazascs emié 6osee BeIpakeHHBIM - ¢ 101 10 312 60JBHBIX, TO €CTh 00JIee YeM BTPOE,
a B 2024 r. 3adpukcUpoOBaHO CYIIECTBEHHOE MepepacipeeseHue GopM co CHUKEHUEM
nosu remopunuu A 10 73,1% 1 pe3KuM yBEJIMUYEHUEM YKciia OOJIbHBIX TeMO(pHIHei
B ¢ 41 no 84 (+43 ciyuasi), B pe3yiibTare yero €€ ynelbHbld Bec JocTur 26,9% -
MaKCHUMAaJIbHOTO 3Ha4eHUs 3a Bech nepuoy (% p<0,001). BeisBieHHBIE CTPYKTYpPHBIC
CIABUTH JIOTyCTHMO CBSI3bIBATh KaK C YIyUYllIECHUEM AUArHOCTUKH reModuianu B, Tak u

C YTOYHEHHEM HO30JIOTUYECKOW BepU(PHUKALMU MAIMEHTOB, paHEEe OTHECEHHBIX K
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remopmmmu A. Poct ymcma OONBHBIX MPU YBEIMYCHWH WX CPEIHETO0 BO3pacra B
MHUPOBOW JUTEpAType pacCMAaTPUBACTCS KaK KOCBEHHBIM WMHIUKATOp YJIyYIIICHUS
BBDKMBAeMOCTH Ha (oHe coBpeMeHHOW Teparmuu [138], uYro momuépkuBaer
HEOOXOJIMMOCTh MEPCHEKTUBHOTO IJIAHUPOBAHMS JICKAPCTBEHHOTO OOECIEUYEHUS U
JOJITOCPOYHOIO JIUCIIAHCEPHOTO HAOMIOAEHUS ¢ YUYETOM M3MEHSIOUICHCS CTPYKTYpHI
3a0071€Ba€MOCTH.

CyuiecTBeHHOE MECTO B paboTe 3aHsJ aHalu3 PErHOHANBHBIX (DaKTOPOB,
dbopMHUPYIOITUX  KIMHUKO-3MMHIEMHAOJIOTHYECKOE CBoeoOpasue remodpuinu B
pecniyonuke. HacneacTBeHHO-TeHEeTHYECKAs OTATOMEHHOCTH MPOSIBISIIACH BBICOKON
J0JIel TAIMEeHTOB U3 MHOTOJIETHBIX ceMel (63,0% mpu remodunuu A u 57,0% npu
remodmnu B) u u3 6nuszkopoacTBeHHBIX OpakoB (25,0% u 21,2% cooTBETCTBEHHO).
3HAUYUMOCTb JIaHHOTO (PaKTopa MoATBepkAaeTcs GyHAaMEHTAIbHBIMU PA0OTaMH IO
KOHCAHTBUHHOCTH, COTJIACHO KOTOPBIM OJIM3KOPOJICTBEHHBIE Opaku CIOCOOCTBYIOT
HAKOIUJICHUIO TATOJIOTMYECKUX alljieNied B TMOMYJISIIIMU M TOBBIIIAIOT BEPOSITHOCTD
MaHudecTanmuu X-CIEeNICHHBIX U ayTOCOMHO-PEIECCUBHBIX paccTpoiicTs [74, 75]. B
ycioBusix L{enTpanbHOl A3uw, T1Ie 075 pOJACTBEHHBIX OPAaKOB TPAJUITMOHHO BBICOKA,
JAHHBIA MEXaHU3M MOpuoOpeTaeT 0co0oe 3HAUYECHUE U, BEPOSTHO, BHOCUT BKJIAJ] B
noj/iep>KaHre HOCUTEIBCTBA U B OTHOCUTENIBHO BBICOKYIO M0 PErMOHATBLHBIM MEpKaM
YaCTOTY BBISABJIICHHUSI TeMopimn y >KeHIuH. Hapsiny ¢ reHeTndeckuMu (GpakTopamu
CYIIECTBEHHYIO PpOJb WIpajd OPraHWU3alMOHHO-COIMAIBLHBIE YCIOBUS: HHU3Kas
obecrieueHHOCTh (pakTopamu cBEpThIBaHUA (87,0%), 0COOEHHO B TPYIHOIOCTYITHBIX U
CENIbCKUX pailoHaX, Mmo3aHee oOpaieHue OONbHBIX 3a momolisio (73,0%), Hu3Kui
ypoBeHb oOpazoBanus (73,0%) u HemocTaToOYHAsT OCBEAOMIIEHHOCTH O 3a00JIEBaHUU
Kak MenuuuHckux pabotHukoB (70,0%), Tak u HaceneHus (98,0%). CoBOKYMHOCTb
NEPEUUCICHHBIX YCIOBMM 3aKOHOMEPHO BeIE€T K 3amo3Jajiod JUarHOCTHUKeE,
YTSOKEJICHUIO TEUCHHUSI U POCTY YacCTOThI OCJIOKHEHHM, YTO COIJIACyeTcsl ¢ OOIIUMHU
3aKOHOMEPHOCTSIMU OKa3aHMS IIOMOIIM B CTPAHaX ¢ OTpaHUYEHHBIMU pecypcamu [ 106,
115].

OtaenbHOro OOCYXIEHHUS 3aCIyKUBACT BIUSHUE KIMMATUYECKUX YCIIOBHIA,

XapaKTEPHBIX [JISI PECHyOIMKH C TPOAOIKUTEIBHBIM KAPKUM M CyXUM JICTHUM
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nepuoaoM. Pacripenenenue rocnuranu3anuid Mo ce30HaM OOHAPYKHUJIO OTUETIUBYIO
3aBUCUMOCTB: B JICTHUM TEpUOJ JOJs TOCTYNHBIIMX OOJBHBIX MpeoOiagana u
coctaBmiia mipu remoduaun A 67,5%, npu remodunun B - 53,8%, Torma kak 3umMoi
COOTBETCTBYIOIIME IMOKA3ATEIN CHUXKAIUCH 10 5,7% u 12,0%. [TapainensHo B xKapKHii
MIepUO]I BO3pacTajia 4acTOTa OCJIOKHEHUN: reMapTpo3bl peructpupoBaiuch B 79,0%
npotuB 17,0% B XOJIOAHBIN MEPUOL, T€MATOMBI MATKUX TKaHed - B 77,0% mpoTus
15,0%, cnontannsie kpoBoTeueHus - B 67,0% nporuB 15,0%; pexe BcTpeyanuch
cyokonbroHkTUBaANIBHBIE (37,0% 1 7,0%), xemynouHo-kumieunsie (22,2% u 5,7%) u
BHyTpHuuepenubie (3,0% u 1,0%) xpoBousnusuaus. [lomydyeHHoe pacmpeneneHue mo
CTPYKTYpPE  OCJIOKHEHHUM  BOCHPOWU3BOJUT  YHUBEPCAIBHYIO  3aKOHOMEPHOCTh
JTOMUHUPOBAHUSI TeMapTpo30B M MbIieuHbix remarom [104, 138, 142], omnako
BBIDA)KEHHAs]  CE30HHAs  3aBUCHUMOCTb  AOCONIOTHBIX  3HAUEHUUA  COCTaBIISET
pPErHOHATIBHYI0O OCOOCHHOCTh M TpeOyeT ajanTallid OpPraHU3alMOHHBIX W Jie4eOHO-
npoUIAKTHYECKUX ITOJIX0/I0B K YCIOBUSIM apUIHOTO KiuMata. JIOmoIHsI0T KIMHUKO-
KOHCTUTYIIMOHAIBHBIM MOPTPET OOJIbHBIX MpeoOJiaJaHue CBETJIOW OKPACKH KOXKH
(67,4% npu remopunun A u 56,1% npu remopunnu B), actTeHHMUecKOil KOHCTUTYLUU
(85,0% u 67,9%) 1 Huzkoro ypoBHst Butamuna D (25,0% u 23,0%), uto umeeT npsimoe
OTHOIIIEHUE K 00CYK/IaeMbIM J1ajiee HapyIICHUSIM MUHEPAIHHOTO 0OMEHA U KOCTHOM
TKaHHU.

Opnnoit w3 HauOosiee 3HAYMMBIX PETHMOHAIBHBIX OCOOCHHOCTEW SBHJIACH
OTHOCUTETIFHO BBICOKAsl JIOJIS JKEHIIWH cpeau OoNbHbIX remodunuent - 15 uz 773
nanueHToB (1,9%), u3 xoropeix y 11 nuarHoctupoBanHa remoduiust A u y 4 -
remopunust B. Kiaccuueckue nmnpencraBieHus O MOJMHOM — KIMHUYECKOU
OECCUMMNTOMHOCTH HOCUTEIIBHUI] B HACTOSIIIIEE BPEMSI MEPECMOTPEHBI: B KPYITHBIX
UCCIIEIOBAHUSIX TMMOKA3aHO, YTO HOCUTEIBHUIIBI KPOBOTOUAT Yalle IPYTUX KEHIIUH,
O0COOCHHO TOCJIE MEAUIMHCKUX BMEIIATENbCTB, a MOBBIIMICHHBIM PUCK reMopparuii
coxpaHnsiercs naxe npu aktuBHocTd pakropa VI, nocturaromeit 50-60% [113, 126].
[TonydenHsie B pecnyOiivKe HaAOMIOMCHUS COTJIACYIOTCS C JTAaHHOW KOHIICHIIMCH W,
BEPOSITHO, OTPAXKAIOT COYETAHHME BBHICOKOM YaCTOTHI OJIM3KOPOJCTBEHHBIX OpPaKOB C

BO3MOXHOCTBIO TOMO3HUI'OTHOI'O HOCHUTCJIIBCTBA U HACJICOAOBAaHUA MYTaLII/Iﬁ 110 00euM
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X-xpomocomam. Knununueckuii npumep nanuveHtku 29 et uz Corauiickoil o6nacTy,
POJUBIICHCS OT OJIM3KOPOJCTBEHHOTO Opaka, ¢ OOMJIBHBIMU M TPOJOKUTEIHHBIMU
MEHCTpyalusIMU,  [OBTOPHBIMM  MaTOYHBIMH, HOCOBBIMH U  JIECEHHBIMHU
KPOBOTCUYECHUSAMHU, TSDKEIOW XPOHUYECKOW IOCTIEMOPPArMYEeCKOM aHEeMHUEHd U
camxenueM aktuBHoctu pakropa VI no 28%, nmmoctpupyer MmanudectHyro popmy
AKEHCKOU reMopuianu. Pa3inuus no aHTponoMeTpUYECKUM U 3THOAEMOrpadhuyeCcKUM
XapaKTEepUCTHUKAM MEXIy JKEeHIIMHaMu ¢ remopunmued A u B oxazaiuch
HECYIIECTBEHHbIMH, TOI/Ia KAK MHOT'OJIETHOCTh HECKOJIBKO Yalle PErucTpupoBaIacCh
npu remopuanun A (63,6% mnporuB 50,0%; p<0,05). IlomydeHHble JaHHBIE
00OCHOBBIBAIOT I1€JIECO00PA3HOCTh IIeNIEHANPABIEHHOTO0 00CIeI0BaHUS JKEHIINH U3
ceMel IpyNIIbl pUcKa U IPOBEIECHUS MEIUKO-TEHETUYECKOTO KOHCYIbTUPOBAHHUS, YTO
0COOEHHO aKTyaJIbHO JJIS MOMYJISIIIUKA C BBICOKOH KOHCAHTBUHHOCTBIO.

PernonanbHOe pacnpenelieHHe OKEHIIMH C reModrumeidt  oOHapyXKUIIo
reorpau4ecKyl0 U BO3PACTHYI0 HEOJHOPOJIHOCTh, MMEIOIIYI0 CaMOCTOSITEIbHOE
KIIMHUKO-3MIUuAeMuosiornueckoe 3Hauenue. Cpenu 11 mamueHTok ¢ remoduiuein A
yeThipe B Bozpacte 12-36 ner npoxkuBasiiu B Corauiickoit o0acTu, miTh B BO3pacTe
35-59 ner - B XatyioHckoi obyacty u ABe B Bo3pacte 35-37 met - B ropoje Jymanoe,
TOI/la KaK BCE YeThIpe MauueHTku ¢ remoduimneit B B Bo3pacte 39-69 ner Obuin u3
pailoHOB pecnyOIMKaHCKOTO nmoaunHeHus. bojee paHHee BbIsBICHUE 3a00JI€BaHUS B
Cornuiickoil 001acTi PU NPEUMYILIECTBEHHO 3pEIOM U MOXKHUIIOM BO3pacTe OOJIbHBIX
U3 PAlOHOB pEeCIyOJIMKAHCKOrO0 TOJYUHEHHUS JOMYCTUMO HHTEPHPETUPOBATH Kak
OTPAKEHUE pa3IMUYUii B JUArHOCTHYECKOM OXBaTe€, a HE TOJBKO MCTUHHBIX
BO3pacTHBIX ocoOeHHOcTel ManudecTauu. Konuentpaius ciayyaeB remopunuu B y
KEHIIMH MCKIIOYUTEIbHO B OJIHOM PErHMOHE W BBICOKAs J0Js NAlUMEHTOK W3
OJIN3KOPOJCTBEHHBIX OpaKOB COIJAacyrTCsS C MPEACTAaBIEHUEM O  BKJIAJAE
KOHCAHTBUHHOCTH B (POPMUPOBAHUE HOCUTENHCTBA U TOMO3UTOTHBIX COCTOSIHUH [74,
75]. IlepecMOTp TpaJUMIIMOHHBIX B3MISIAOB Ha OECCUMITOMHOCTb HOCHUTEJBHUI U
JOKYMEHTUPOBAHHBI PUCK T'€MOpPParvyecKuX IpPOSIBICHUN Jake MPU YMEPEHHO
CHUXEHHOM akTUBHOCTU (pakTopa [113, 126] mpunaroT BISIBICHHBIM HAOIIOICHUSIM

IMPAKTHYCCKOC 3HAYCHHC M IIOATBCPIKAAIOT HGO6XOI{I/IMOCTB OCIJICHAIIPABJICHHOI'O
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reMOCTA3UOJIOTHYECKOTO OOCTEAOBAHMS JKCHIIMH W3 CEeMeW TPYIIbl pPHCKa.
[Tonyuyennble naHHbIE OOOCHOBBIBAIOT BKJIIOYEHHE JKCHIIMH-HOCHTEIIBHUI] B
IPOrpamMMBbl JUCIIAHCEPHOTO HaOIIOACHUS u MEIMKO-T€HETHYECKOTO
KOHCYJIbTUPOBAHHSI.

AHamu3  (QakTOpoB  pUCKAa  pa3BUTHS  TremapTpo3a  INoKazal — UX
MHOT'OKOMITOHEHTHBINA XapaKTep U Pa3IuyHyIO MPEICTABICHHOCTh MpU reModuinu A
u B. Benymumu ¢aktopamu SBUINCH BHE3AIHbIE BHYTPUCYCTABHBIE KPOBOTECUEHMUS
(79,0% wu 17,0%), HeOonblMe TpaBMbl C MOPAKEHHUEM XpAIAa U CHHOBHAIbHOU
o6omouku (91,0% u 33,0%), Tsokénoe teuenue 3adoneBanus (77,0% u 27,0%) u
HacleacTBeHHas: OoTAromEHHOCTh (77,0% u 37,0%); cyliecTBEHHBIA BKJIAaJl BHOCWUIIU
TaK)Ke MOBBIIICHHAsI HAarpy3Ka Ha cycTaBsl (65,0% u 37,0%), oOMeHHBbIE HApyIICHUS
(63,5% u 33,0%) u kIMMaTU4YeCKUe YCJIOBHS kKapKoro u cyxoro peruona (61,0% u
31,0%). Ilpucoeaunenune BTopuyHOM UHPEKIUU peructpuponanock B 60,0% u 24,0%
HaAOJIIOACHUM, TIPU 3TOM Cpeau BO30YIUTEIEH CHHOBUAILHOM KUKOCTHU MPeoOIiagaiu
rpamrmosoxuTeababie Kokku - Staphylococcus aureus (73,0%) u  Streptococcus
pyogenes (27,0%). Ilatorenervueckasi MOCIEIOBATEIBHOCTh PEIUIUBUPYIOIINX
KPOBOMBJIUSHUNA ¢ (POPMUPOBAHHEM MOPOYHOT'O Kpyra «KpOBOTECYEHHE - CHHOBHUT -
KPOBOTEUEHHE», BEAYLIErO0 K Pa3pYLICHUIO Xpslla U XPOHUYECKOW apTpomnaTuw,
xopouio onucaHa B ureparype [104, 130, 142], a posib MOBTOPHBIX T€MapTPO30B KaAK
OCHOBHOTO MEXaHHW3Ma WHBAIMJU3AINKN MPU TeMODUINN HE BBI3BIBAET COMHEHHUU
[130, 142]. [lonydeHHbIE aHHbIE MOJATBEPKIAIOT, YTO MPHU THKEIOM TEUEHUU U
HEJOCTATOYHOW 3aMECTUTENIbHOM Tepanuu CYCTaBHBIE OCJIOXHEHHUS 3aKOHOMEPHO
JTOMUHUPYIOT B KIIMHUYECKON KapTUHE, a MPUCOEIMHEeHNE OaKTepruaaIbHOU NHPEKIINH
CYILIECTBEHHO YTSIKEJISIET MPOTHO3.

JleTanbHBIN aHATU3 JTOKAIU3AIlMK CyCTABHBIX MOPAXKEHUN YTOUHUI CTPYKTYPY
reMopUIMYEeCKO apTponatuv B ucciaeAoBaHHOW koropte. Ilpu cpenHeTsxénoMm u
TSOKEIOM TEUYCHHH TPeo0JIaiaio BOBJICUCHUE KOJICHHBIX CYCTaBOB, KOTOPBIC TIPH
cpeaHeTsnKENno remoguinnu A nopaxanuch B 54,7% HaOnroaeHui, a mpu reMopuinm
B - B 68,7%; rojieHOCTOIHBIE CYCTaBbl 3aHUMAJIM BTOPOE MO YacToTe MecTo (26,3% u

16,6%), nanee cnenoanu jJokteBbie (15,2% u 14,5%). [lpu Ts>KETOM TEUEHUU CIIEKTP
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NOpaXEHW Yy B3pOCIBIX pacmupsuics 3a CY€T Ta300€qpEeHHBIX CYCTaBOB,
BoBJIekaBmuxcsa B 13,0% wHaGmomeHnit nipu remModuianu A, Torma Kak B JICTCKHX
HNOATPYINAX TMOPAKEHUsI JTaHHOW JIOKANIM3allMd HE PEruCTpUpPOBAIUCH. Y JIeTel
CYyCTaBHOM CHHJIPOM KOHIICHTPUPOBAJICS MPEUMYIIECTBEHHO B KOJICHHBIX U
TOJICHOCTOITHBIX CYCTaBax, YTO COOTBETCTBYET HAYaJIbHBIM CTaJMsIM apTPONATUH U
noau€pKUBaeT OOpaTUMBIM Ha JAaHHOM JTale XapakTep U3MEHEHUW. BbIsBieHHBIE
paznuyus MO YacTOTE MOPAXKEHUS KOJICHHBIX U TOJEHOCTOIHBIX CYCTaBOB MEXKIY
dopmamu B psje cTpaT JOCTHraaM craructudeckou 3Haunmmoctu (P=0,032-0,041).
[IpeuMy1ieCTBEHHOE BOBJICYEHHE KPYIHBIX CYCTaBOB HH)KHHUX KOHEYHOCTEH H
BO3PACTHOE PACIIUPEHUE CIEKTpa MOPaKEHUH B CTOPOHY Ta300€ApPEHHBIX CYyCTaBOB
COOTBETCTBYIOT YHUBEPCAJIbHBIM 3aKOHOMEPHOCTSM TEYEHUs TreMopuiInyeckon
apTponaTHu U €€ MPOrpecCUPOBaHUs C HAKOIJIEHUEM MMOBTOPHBIX reMapTpo3oB [104,
130, 142]. TlomydyeHHas KapTHHa OOOCHOBBIBACT NPUOPUTETHOEC BHHUMAaHUE K
COCTOSIHMIO KOJICHHBIX M TOJICHOCTOIHBIX CYCTaBOB IPHU AUCIAHCEPHOM HAOIIOACHUH,
O0COOEHHO y JeTeil, Yy KOTOpbIX CBOEBpEMEHHas npoduiakTuka CcrnocoOHa
IpenoTBPaTUTh (OPMHUPOBAHNE HEOOPATUMBIX U3MEHEHUH.
KJiIMHHUKO-pEHTreHOJI0rnyecKkas U yiabTpacoHOTrpaduueckas OLUEHKAa CyCTaBOB
BBISIBUJIA BBIPAKEHHBIE BO3PACTHBIE M (POPMO3AaBUCUMBIE pa3ivuusi. Y B3pOCIOrO
KOHTHHTEHTa IMpeodyiajjana XpOHUYECKash MpOrpeccupyromas TeMopuinieckas
apTpOIaTHUs C MOCTOSHHBIM OOJIEBBIM CHHAPOMOM, OIpaHUYeHHEM 00BbEMA IBUKEHHUIH,
KOHTPaKTypaMu M AepopMalisiMH, a PEHTTEHOJOTUYECKU - CY)KEHHE CYCTaBHOM
mieNid, CyOXOHApaJbHBIM CKJIEpO3, OCTEO(PUTHI, KHUCTOBUIHAS TMEPECTpONKa H
nedopmalis CyCTaBHBIX TOBEPXHOCTEN C HAan0oJIee YaCThIM BOBJIEUEHHUEM KOJICHHBIX,
TOJICHOCTOITHBIX M JIOKTEBBIX CYCTaBOB, a MPH TSKENBIX (OpPMAX - TAKXKE MIICUEBBIX U
Ta300€pEHHbIX. Y JI€Tel CYCTaBHOM CHHIPOM HOCWJ IMPEUMYLIECTBEHHO OCTPBIil,
PEUMIUBUPYIONIMI W OOpaTHMMbIA XapakTep € MUHUMAJIbHBIMU CTPYKTYpPHBIMHU
U3MeHeHus MU U 6e3 (opmupoBanus rpyOsix aedopmarnmii. [logo6Hast Bo3pacTHas
SBOJIIOLMS 3aKOHOMEPHA M OTPaXaeT KyMYJSATUBHOE HAKOIUIEHHWE IOBTOPHBIX
remMapTpo30B C IPOrPECCHPOBAHUEM apTPONATHH 10 MEPE YBEJINYEHUS JJIUTEIbHOCTH

o6onezan [130, 142], yto mpuma€r ocoOyr0 3HAYMMOCTh paHHEW MPOoPHIaAKTHKE
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CYCTaBHBIX OCJOKHEHHH Yy JeTed. YIbTpacOHOrpauIecKoe WCCIEeIOBAHUE
POJIEMOHCTPUPOBAIIO BHICOKYIO UYBCTBUTEJIBHOCTD B BBISIBICHUU PAHHUX IPU3HAKOB
MOPAKEHUA: YK€ MpPH JIETKOM TEYEHUU DMHU30JAMYECKHE IMOBTOPHBIE TeMapTpO3bl
JIOCTOBEPHO Yallle PEerUCTPUPOBATUCH Mpu reModmwinu A, yem npu remodunuu B
(85,7% npotus 20,0%; p=0,015), Torna kak HauOOJIBIINE MEXKIPYIIIOBLIE pa3InYUs
OPOSBISUIACH TpH TsKENOM TeueHuu. [lpu Tsoxénoit remoduiuu A 3HaUMMO yaie,
yeM npu remoduuinu B, BbIABISsITUCEH Aedopmalius cycTaBHbIX noBepxHocten (92,6%
npotuB 42,3%), ¢pubpo3HbIe BKIIOYCHHS B MOJ0CTH cycrasa (92,6% npotus 38,5%),
pacmupenue cycraBHod monoctu (88,9% mnpotuB 38,5%), KpOBOM3IUSAHHS B
CHHOBHAIBbHYIO 00070uky (85,2% mnpotuB 34,6%) u MenkooyaroBasi KOCTHas
necrpykuus (77,8% mnporu 30,8%) npu ypoHe 3HaunmocTu P<0,001, a Takxke
npusHaku quddysHoro ocreonoposa (59,3% npotus 26,9%; p=0,029). [lonyueHubIe
pe3yibTaThl COTJIACYIOTCS C JAHHBIMU JIYYEBBIX METOJIOB O 0OO0Jiee BBIPAKEHHBIX
CTPYKTYPHBIX HW3MEHEHMSIX MpH TOKENBIX (OpMax W TMOATBEPKAAIOT IEHHOCTb
WHCTPYMEHTAIIBHOTO MOHUTOpPHUHTA CycTaBoB [28, 61, 62]. YuursiBasg JOCTYNHOCTb,
0e30macHOCTh U MH(OPMATUBHOCTH YJIBTPA3BYKOBOIO METO/A, €ro I1eJ1Ieco00pa3Ho
paccMaTpuBaTh KakK MPUOPUTETHBIA MHCTPYMEHT PAHHETO BBISBJICHUS apTpONaTHU B
YCIOBUSIX  OTPAHMYEHHBIX PECYpCOB, JOMOJHSAIONIMN  CTaHIAPTU3UPOBAHHBIC
KJIMHUYECKHUE 1IKaIbl OLEHKU COCTOSIHUS CYCTaBOB [86].

VYasTpaconorpaduueckas XapaKTepUCTUKA MOPAKCHUN TPU CPEAHETSHKETOM
TEYCHUW JIOTIOJHUJIA TIPEACTABICHUE O TIEPEXOAHOM JdTare (HOPMHUPOBAHUS
apTponarui. B maHHO# cTpare yacToTa MOBTOPHBIX reMapTpo30oB cocTaisuia 60,9%
npu rtemopunuu A u 47,8% mnupu remodwiuu B, XpOHWYECKHUHA CHHOBUT
peructpupoBaics y 52,2% u 43,5% OO0JbHBIX, YTONIIEHUE CYCTaBHOW KAaICYJbl - Yy
43,5% wu 34,8%, a pa3pacTaHue CHHOBHUAJILHON 000JOYKH ¢ (PUOPO3ZHBIMU
u3MeHeHusIMU - y 21,7% u 8,7%; craTucTHYEeCKN 3HAYMMBIX MEKTPYNIIOBBIX PA3TUUYUI
0 JaHHBIM TIpu3HakamM He mnoiydeHo (P=0,420-0,768), uro yKa3pIBaeT Ha
COMOCTaBUMYIO MPEJICTABICHHOCTh PEAKTUBHO-BOCHAIMTEIbHBIX U3MEHEHUN HA ATON
craguu. Hapactanme 4acTOThl M BBIPAKEHHOCTH JAECTPYKTUBHBIX IMPU3HAKOB MPH

IIepexoac K Tﬂ)KéJ'IOMy TCUCHHIO, C MAKCHUMAJIbHBIMH MCKT'PYIIIIOBBIMU PAa3JIMYUAMU B
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noyib3dy  Oonee  TKENOro  mopakeHwss Tmpu  remodmimm A,  OTpakaer
MOCJIeIOBATEIbHYI0 TpaHC(hOpMAIMI0 PEaKTHBHOTO CHHOBUTa B HEOOPATUMYIO
apTponaTuio. Bpicokas 4YyBCTBUTEIBHOCTH YJIBTPA3BYKOBOI'O METO/Ja K PaHHUM
U3MCHCHHSM, €ro JOCTYITHOCTh M 0O€30MacHOCTh JCNAIT €ro ONTHMAabHBIM
WHCTPYMEHTOM JIMHAMUYECKOTO HAOII0O/IEHUS B YCIOBUAX OTPAHUYEHHBIX PECYPCOB, a
COYCTaHWE MHCTPYMCHTAJIBHON OIEHKH CO CTaHAApTU3UPOBAHHBIMUA KIMHUYCCKUMHU
IIKaJaMH COCTOSIHUSI CYCTaBOB IIOBBIIIAET TOYHOCTh CTAIUPOBAHMS W ITO3BOJIIET
O00BEKTUBU3UPOBATh 3(PPEKTUBHOCTD JI€UEOHO-MPOPHUIAKTUIECKUX MEPOIPHUSITHIA
[86].

UccnenoBanne nokasarenei mepudepruaeckoil KpOBU BBISBIIIO 3aKOHOMEPHYO
3aBUCUMOCThH BBIPOKEHHOCTH AHEMHYECKOTO CHHAPOMA OT TSIKECTH 3a00JIeBaHMS.
VYpoBeHb remorioOrMHa ObUT HanOOJIee HU3KUM TPU TSHKETIOM TEYEHUH U COCTABIISUI
npu Tspkénoit remobunun A 55,0 [49,4; 59,8] r/n nmpotus 84,9 [80,1; 89,7] r/n npu
cpeaHeTspkénoit popme, a mpu TsKEION remodunuu B - 71,1 [65,2; 75,1] /1 npotus
96,9 [92,6; 102,7] r/n (p<0,001), mpuuém Hambosiee HEOJArOMPUATHBIC 3HAYCHUSI
perucTpupoBanuch mnpu TsokEmod rTemodmmu A, CymIeCTBEHHBIM — SIBIISICTCSI
OTCYTCTBHE PETHUKYJIOIINTO3a Ha (POHE BHIPAKEHHON aHEMHH: YPOBEHb PETUKYJIOIINTOB
BO BCEX I'PYIIIIAaX OCTABAJICS HU3KUM, YTO OTPAKAET OrPAaHUUCHHYIO KOMITIEHCATOPHYIO
aKTUBAITMIO JPUTPOIOI3A U, BEPOSTHO, POIL nedumura xKemesa, XPOHUUECKOTO
BOCHAJICHUSI W JUIMTEIBHBIX MOBTOPHBIX KPOBOIMOTEPh. KomnuecTBo TpomMOOIMTOB
COXpaHsJIOCh B Mpejenax peepeHCHbIX 3HAUCHWW, a MOKa3aTelu JEHKOUUTapHOM
dbopMynBl CYIIECTBEHHBIX CIBUTOB HE JIEMOHCTPHUPOBAIM, YTO TMOJTBEPKIAET
BEyIIYI0 poiib Aeduiiura (akTopoB CBEPTHIBAHMS B MATOT€HE3€ TeMOPPAruyecKoro
cunnpoma [6]. [Toseimenne COD mpu THKENBIX (popMax 3aKOHOMEPHO CBS3BIBATH C
aHeMUel, XPOHMYECKUM BOCTHAJICHHEM Ha (OHE TOBTOPHBIX TEeMapTPO30B U
JUTHTCIIBHBIM TEYCHHEM apTPOIIATHH.

N3ydeHnne cuUCTEMBbl TeMOCTaza IMOATBEPAUIIO KOAryJOMaTHYECKYI0 MPUPOIY
3a0oneBanus. Y OONBHBIX CO CPEOHETSKENBIM TEUYCHHEM II0 CPaBHECHHIO C
KOHTPOJILHOM TPYNIOW OTMEYaoCh 3HAYMMOE YJIMHEHHE AaKTHBUPOBAHHOTO

YaCTUYHOI'0 TPOMOOIIIACTUHOBOrO BpeMenH - 110 38,0 [37,7; 38,4] ¢ npu remodunuu
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A u 37,0 [36,8; 37,2] ¢ npu remodmmu B mporuB 29,0 [28,6; 29,4] ¢ B KOHTpoIIE
(p<0,001), mpu COMYTCTBYIOIIEM CHIDKCHHHM 4YHCJIA DSPHUTPOIMTOB W YPOBHS
remorioouna. Yamunenue AUYTB mpu coxpaHHOW aKTMBHOCTH TPOMOOIIUTAPHOIO
3B€HAa COOTBETCTBYET KJIACCHUYECKOW J1abopaTopHON KapTuHe aeduiura (HaxKTopos
BHYTPEHHETO MYTU CBEPTHIBAHUS U CIY>KUT OMOPHBIM IMarHOCTUYECKUM OPUEHTUPOM
[57]. Ilpu TA%kEIOM TEYEHWUH, MACCUBHBIX KPOBOTEUEHHMSX M  Pa3BUTUU
JTUCCEMUHUPOBAHHOTO  BHYTPUCOCYJMCTOTO  CBEPTHIBAHUS  JIOMOJTHUTEIBHO
OTMEUYAJIOCh CHWXXEHUE YypoBHS ¢ubOpuHoreHa, D-mumepa u mpoTpoOMOMHOBOTO
WHJIEKCA, YTO COIJIacyeTcs C TMPEJCTAaBICHUSIMA O BTOPUYHOM HCTOIIECHUU
reMOCTaTHYECKOT0 MOTEeHITMAIa Ha (POHE TSHKEIOro reMopparndeckoro cuaapoma [31,
34]. TlonmyuyeHHBIE JaHHBIE OOOCHOBBIBAIOT HEOOXOAMMOCTh KOMILIEKCHOTO
71a060paTOPHOTO MOHUTOPHUHTA TEMOCTAa3a IPH JUCTAHCEPHOM HAOIOICHUH, OCOOEHHO
y OOJBHBIX C TSHKENBIMU (HOPMAMH.

Merabonuyecknii  mpoduiab  OONBHBIX TeMOGUIHMEH  XapaKTepU30BaJIC
BBIpQKEHHBIMU TMPU3HAKAMU HYTPUTHUBHOM HeAOoCTaTO4YHOCTU. MHAEKC macchl Tena
OBUT CTATUCTUYECKHU 3HAYMMO HUKE, YeM Y 3JI0POBBIX JIMII, U cocTaBisut 18,6 [17,7;
19,5] kr/m?* mpu remopunuu A u 20,0 [18,9; 21,0] xr/m? npu remoduiiuu B npotus
22,6 [21,1; 23,7] xr/m? (p<0,05), ¢ aHAJOTMYHBIM CHU)KCHHEM OKDPYXHOCTH TaJIHH.
buoxumuyeckuii ananu3 BeIsSIBII CHUKEHHE o01iero xonecrepuna (3,30 [3,10; 3,50] u
3,53 [3,22; 3,82] mmonp/nm mpotuB 4,46 [4,09; 4,82] mmoib/i1), XoliecTepuHA
JUIIONPOTEUAOB HU3KOoM tuiotHocty (2,01 [1,74; 2,27] n 2,31 [2,11; 2,52] mmomb/1
npotus 2,70 [2,50; 2,90] Mmonw/1) u ypoBHs ritoko3sl (3,51 [3,30; 3,71] u 3,69 [3,51;
3,89] mmonb/n ipotus 4,79 [4,53; 5,07] mmons/i) ipu P<0,001, a Takke CHUKCHHUE
nokasaresieid azotuctoro oomeHa. CylIECTBEHHBIX PAa3IMUUNA MO METa0OIMYECKUM
napameTpaMm Mexay remodunueit A u B He BBISIBICHO, YTO YKa3bIBa€T HA CUCTEMHBIN
U TUIIOHE3aBUCUMBINA Xapakrep u3MeHeHuH. [loslyyeHHblE HOaHHBIE JOIIYCTUMO
UHTEPIIPETUPOBATh KaK OTPAKEHHE OCIIKOBO-IHEPIETHUUYECKONM HEIOCTATOYHOCTH M
CHIDKCHHOM MBIIIEYHOM MacChl NpPU XPOHUYECKOM 3a00J€BaHUM, XOTS IS
OKOHYATEJIbHON TMPUYMHHOW TPAKTOBKH TpeOyeTcss y4ET yclIoBUW 3a0opa KpOBH,

XapakTepa MUTaHus U QYHKIMK MTEUYEHU U MMOYeK. 3HAUUMOCTh HyTPUTUBHOTO CTaTyca
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¥ KOMOpOUIHOTO (hOHA BO3pACTAET MO MEPE YBEIHUEHUS MPOAOKUTEIBHOCTH KUZHU
OONBHBIX, YTO B MHUPOBOHM JUTEpAType PacCMATPUBACTCS B KOHTEKCTE H3MEHEHUS
CTPYKTYPBI COITyTCTBYIOIICH maToyioruu mpu remoduauu [90, 112].

Hapyuienust MuHepaiabHOro oOMeHa M COCTOSIHUSI KOCTHOW TKaHHU COCTaBUIIM
OJIHy U3 HauOoliee JEMOHCTPATUBHBIX HAXOJOK paboOThl. Y B3pOCHBIX OOJBHBIX
BBISIBJIEHO 3HAYMMOE CHH)KEHHUE YPOBHS Kajiblus (TIpu cpeaHeTsxenbix Gopmax 1,50-
1,90 mmoutb/n ipoTHB 2,27 MMOJIB/J B KOHTPOJIE, TIpH TshkENoN remoduinnu A - 1o 1,30
MMOJIB/JT), HATPUSI U Kajusl, a TaKKe BBIPAXKECHHBIN AeduiuT ButamuHa D, Hanbonee
riryookuit ipu Tspkénoi remodunun A (13,3 [12,3; 14,3] ur/mn npotus 23,3 HI/MI B
kouTposie) mpu P<0,001. JleHcuTOmMeTpUueCcKOe UCCIEeNOBaHNE OOHAPYKUIIO
dbopMopazInuKs B CTPYKTYype KOCTHBIX HAPYIICHHH: MpU reMopuianu A mpeoOiaaan
ocreornopo3 (13 u3 15 6onbHbIX; 86,7%) co 3HayeHueMm T-kpurtepus -2,71 [-2,79; -
2,50], Torna kak npu remodunuu B game peructpupoBanack ocreornenus (11 u3 15;
73,3%) upu T-xpurepum -1,54 [-1,58; -1,43], npuuém pasnuuusi 1O JOJSIM
OCTEOIOpOo3a M OCTEONEHUH MEXay (opMamMu OBUTM CTAaTUCTUYECKH 3HAYMMBbI
(p=0,003). [TaToreHeTHYECKH CHUKCHUE MUHEPAJIbHOHN ITUIOTHOCTH MPU TeMOPUINU
CBA3BIBAIOT C OrPAaHUYEHUEM (PU3NYECKOM AKTHMBHOCTH BCJEICTBUE apTpONaTHH,
XpOHUYECKUM  BocnajeHwe™m, jgedunurom ButamuHa D w©  moBTOpHBIME
KPOBOUBJIUSHUSIMU B KOCTHO-CYCTaBHbIE€ CTPYKTYPBI, YTO NOATBEPAKAAETCS U TAHHBIMU
O BBIPAKEHHBIX CTPYKTYPHBIX H3MEHEHHSX Tpu TokENbIXx (opmax [130, 142].
[Tomyuennbie pe3ynbTaTbl 0OOCHOBBIBAIOT BKJIIOYEHUE JIEHCUTOMETPUU, KOHTPOJIS
ypoBHsSI BUTaMHHA D W 3JEKTpOJUTOB KPOBU C HMX KOPPEKIUEH B Mporpammy
JUCIIaHCEPHOT0 HAOIIOIEHUS, TPEXIE BCETO MPU THKEIOM reMopuianu A.

Ananmu3 npuoOperéHHor Gopmbl TeMOGUIMHU, HECMOTPS Ha Mayibli 00BEM
BBIOOpKU (N=8; 1m0 4 MY>XYUHBI U >KCHIIUHBI), MO3BOJMJI OYEPTUTh €€ KIMHHUKO-
ATUOJIOTUYECKOE CBOeoOpazue. 3aboeBaHue OTINYANIOCh 00Jiee MO3JHUM J1e00TOM U
OoJpIIeld TSHKECTbIO TEYEHHMS W Pa3BUBAJIOCh TMPEUMYIIECTBEHHO Ha (oHE
ayTOMMMYHHOM, OHKOJIOTUYECKOW M XPOHUYECKOW COMAaTHYECKOM MATOJIOTHUU: CPEaU
MY>KUYWH BBISIBJICHBI MHOKECTBEHHAss Muesoma, tumdpoma u BUY-undexmus, cpeau

JKCHIIIUH - CUCTCMHAA KpaCHasda BOJIYaHKA, 3JIOKAYCCTBCHHEIC HOBOO6paBOBaHI/Iﬂ MAaTKHu
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U TIOCIIEPOJIOBOE cocTosiHME. BospacT OonmpHBIX OBUT ONM30K B 00EWX Tpymmax
(my>xumnbI 65,5 [60,9; 67,1] roga, »enmuusl 59,4 [52,8; 64,9] rona; p=0,486), kak u
aktuBHOCTB akTopa VIII (3,1 [2,1;4,2]1% u 4,8 [3,8; 5,1]%; p=0,486) u 1i1uTeI5HOCTH
rocruranu3anuy (okosio 20 cyTok). OTCYTCTBHE 3HAYMMBIX IOJIOBBIX PA3IUYHHA 110
YacTOTE€ PEIUJAMBOB W PEMHUCCHIl COOTBETCTBYET OrpaHUYEHHOW MOIIHOCTU
HCCIIeIOBAHUSI TIPU MajioM Yuciie HabmoaeHui. [lomydeHHbIe TaHHBIE COTIacyOTCS C
oOmel KoHIenuued npuoOpeTéHHON reMo(UiInu KaKk ayTOMMMYHHOI'O COCTOSIHHS
NPEUMYIIECTBEHHO TMOXWJIONO BO3pacTa M MOAYEPKUBAIOT  HEOOXOJIMMOCTh
MOBBINICHNUST HACTOPOXKEHHOCTH Bpayeil pa3IMUHBIX CHEIUATbHOCTEH B OTHOIICHUU
JAHHOM MMaTOJOTMU IPU AyTOUMMYHHBIX M 3J10Ka4€CTBEHHBIX 3a00yieBaHusX [124].
KomruiekcHasi orieHKa MyJIbTHKOMOPOUIHOTO UM MYJIBTHMOPOUHOTO CTaTyca
POJIEMOHCTpUpOBaa Oojee TsKENOE Opemsi CONMYTCTBYIOIIEW MaTOJOTUU TpU
remodunn A 1o cpaBHeHuto ¢ remodunueii B. [Ipu cpennersxénom reuenun (N=291
npotuB N=48) B CTPYKType MYyJIbTUKOMOPOUIHBIX COCTOSHUN, MATOT€HETUYECKU
CBS3aHHBIX C OCHOBHBIM 3a0o0JieBaHHEM, NpH TreMOoUIuu A 3HAYUMO 4alle
perucTpupoBainuch Metadbonnueckue HapyuieHus (86,9% npotus 31,2%), octeonopos
(85,6% mpotus 22,9%), remaptpo3 (79,0% npotus 16,7%), rematomsl (77,0% npoTus
14,6%), cnontanHbsie kpoBoTeueHus (67,0% nporu 14,6%), xpoHuueckas 00b
(52,9% mnpotuB 12,5%), remodunuueckas nedpomatus (52,9% mpotus 22,9%),
kapauomuonarus (50,2% npotus 10,4%) u xKedy10YHO-KHUILIEUYHbIE KPOBOTEUECHUS
(47,1% npotus 6,2%) nipu ypoBHe 3HaunMocTu P<0,001. TpeBokHO-AETTPECCUBHBIM
CUHJPOM BBISIBIISJICS MPAKTUYECKU y BceX O00nbHBIX remodunuenr A (100,0%) u y
93,8% OombHbix Temodumuenr B (p=0,003), uTO mMOATBEPKIAET BBICOKYIO
MICUXO3MOIMOHANBHYIO Harpy3Ky XpOHHUYECKOI'O0 T'eéMOpparnyeckoro 3a0ojieBaHUs U
COrJIacyeTcsl C JaHHBIMU PETHCTPOBBIX UCCIEOBAHUN O 3HAYUTEIBHOM MOTPEOJICHUN
00€300JMBaOIIUX M TMCUXOTPOINHBIX MpenaparoB npu remodpunuu [139]. Cpenu
MYJIBTUMOPOUIHBIX COCTOSHUM, HE CBSA3aHHBIX C TEMO(IIIHEH MaTOreHETHIECKH, TIPU
reMopmuM A dYame OTMEUAINCh XPOHUYECKHUH XOJCIUCTUT M XPOHUYSCKHMA
nankpeatut (mo 83,5% mpotus 35,4% wu 31,2%) u mmemudeckas 0601€3Hb cepira

(43,0% mnpotuB 20,8%; p=0,004), Torma kak Mo apTepHaIbHOM THUIEPTCH3UU U
161



caxapHOMy Aua0eTy 3Ha4MMbIX pa3auuuil He nonydeHo. Hapacranue 3HaummocTH
BO3pacT-aCCOLIMUPOBAHHON  KOMOPOMAHOCTH, BKJIOYas  CEpJACHYHO-COCYIUCTHIE
3a00seBaHus, IO MEPE YBETUUYCHHS MPOAOJIKUTEILHOCTH KU3HU OOJIBHBIX OMMCAHO B
mupoBoii nuteparype [90, 112] u npuoOpeTaer NpakTUUECKYI0 aKTyaJIbHOCTh U IS
pecyOIuKH.

AHanm3 MyJIbTUKOMOPOUHOTO CTaTyca y JETCKOrO0 KOHTUHT€HTA MOATBEPAMII
(OpMO3aBUCUMBII U TSHKECTE3aBUCUMBIN XapaKTep COMYTCTBYIOIIEH naronoruu. [Tpu
TSOKENOM TEYeHHH TeMopuimu A y JAeTeil NpakTUYEeCKH BCE MNATOr€HETUYECKH
CBSA3aHHBIE C 3a00JIEBAHMEM OCJIOXKHEHUSI PETUCTPUPOBAIUCH C BBICOKOM YaCTOTOM:
reMapTpo3 BeISIBIsICSA Y Bcex 0onbHbIX (100,0%), rematomsl - y 82,3%, CriOHTaHHbBIE
KpoBoTeueHus - y 77,0%, xponuueckas 00ib - y 75,2%, remopunnueckas HepponaTus
- y 68,1%, XpoHnueckasi moctreMopparuyeckas anemusi - y 64,6%. XpoHuyeckuil
NUEJIOHEPPUT MPU TAKEIOM TE€UEHUU TeMOPIIINKA A BCTpeUascsl CyIIECTBEHHO Yalle,
yeM npu cpenHeTsokénoM (50,4% npotus 19,4%; p<0,001), uTo oTpaxkaeT HapacTaHUE
MOYEYHOU MaTOJIOTUH MO Mepe YTsHKENEHUs 3a00JIeBaHUs YK€ B IETCKOM BO3pacTe.
Psii MyaIbTUMOPOUIHBIX COCTOSIHUI, HE CBA3AHHBIX C TeMO(HIINEN MTaTOr€HETHYECKH,
BKJIIOYAS] XPOHUYECKHUM FACTPUT U TAHKPEATHUT, BCTPEYAJICS C COIIOCTABUMOM YaCTOTOM
pu obeux Gopmax (p>0,05). Pannee hopmupoBanue THKETOTO KOMOPOUIHOTO (hOoHA
npu TKENOW Temopmmmu A y JOeTei yKa3blBaeT Ha KYMYJISTHUBHBIN XapakTep
OCJIOKHEHUM U MOTYEPKUBAET PENIAIOIEE 3HAYCHUE CBOCBPEMEHHOM 3aMECTUTEIIBHON
Tepanuu 1 NpoUIAKTUKH KPOBOTEUEHUN ISl MPEJOTBPAILICHNUS UHBAIUAU3AIUN BO
B3pociioM Bo3pacTe. IloiaydeHHbIE [aHHBIE COTJACYIOTCS C MPEACTAaBICHHUEM O
IPOTPECCUPYIOIIEM HAKOIUICHHMM OpPraHHOW MaTOJIOTMM IPU  HEIOCTaTOYHO
KOHTPOJUPYEMOM TeueHnH 3abosieBanus [130, 142].

Ocoboro  BHMMaHMS  3acilyXuBaeT  remoduiaumyeckas  HedponaTus,
pa3BUBABILIAACS NPEUMYIIECTBEHHO MPU TSHKEIOM TEYEHUM W IMPOTPECCUPOBAHUU
3a0oneBanusa. Y OonpHBIX Temopuianeii A u B  BbIBIEHBI KaJIbKYJIE3HBIH
nuenonedpur (67,0% u 35,0%), nmoueunas HemocrarouHOCcTh (63,0% m 29,0%) u
ruapoHedpo3 (35,0% u 19,0%), a cpeau KIMHUYECKUX MPOSBICHUM MpeoOiianaiu

0071 B OSICHUYHOM 00JIACTH, MOXYJaHUE, OJTUTOAHYPHS, TOBHIIIICHUE apTEPHUATBHOTO
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NABJEHUS, IOU3YpHUs, HOCOBbIE M JAECEHHbIE KpoBoTeueHus. IlopaxkeHne mnouek
COITPOBOXKJIAJIOCH YCTOMYMBOW NPOTEMHYPUEHN, HIWIMHAPYPUEH U MAKPOTEMATypHUEH,
MOBBIIIEHHEM YpOBHS kpeatuHuHa (rpu remodrmmu A 305,0 [280,0; 330,0] MKkMOIB/1,
npu remoduauu B 173,0 [150,7; 195,3] MKMOJIB/JT) ¥ IOYTH IBYKPATHBIM CHUKEHUEM
cKopocTH KiyOoukoBoi (uiusTpanuu (53,0 [51,0; 55,0] npotur 73,0 [59,5; 86,5]
mi/mun/1,73 m?). bornee BbICOKas 4YacToTa M BBIPAKEHHOCTh HEPPONATUH MpPU
reMopuiInu A 3aKOHOMEPHO COMOCTaBHMa C OOJBIIEH TAKECTHIO TEMOPPArUYECKOro
CUHIpPOMa W CTPYKTYPHBIX W3MEHCHHMH TNpu AaHHOW (opme. PasBurwe y dvactm
OONBHBIX TeMO(DHIINEeN XPOHUYECKOW MTOYEUHOM MaTOJIOTHH, BKITIOYasT KaIbKyIE3HbIN
NUENOHEPPUT, TOUYEYHYIO HEIOCTaTOYHOCTh M TUAPOHE(PPO3, corjacyercs ¢
OTACIBLHBIMHM HaOMOAeHUAMH crienraancToB [129, 130] u 000CHOBBIBAET BKIIIOUYCHUE
OLICHKU (DYHKIIMH TOYEK B MPOrpaMmy HaOI0/IeHUs OOJIBHBIX C TSXKETBIM TEUCHUEM.

O060011as1 KIMHUKO-Ia00paTOpHbBIE PE3YIbTAThI, CIEAYET KOHCTATHPOBATh, UTO
BO BCEX HCCJIEJOBAaHHBIX JIOMEHAX - FeMaTOJOTHMYECKOM, T'€MOCTa3HOJOTHYECKOM,
MEeTa0O0JINYECKOM, KOCTHO-MUHEPATTLHOM U KOMOPOUTHOM - reMo(uius A mporexana
Tsokenee remopuinu B, urto mnposBissiocs Oonee TIyOOKoW aHemuel, Ooiee
BBIPDQXKEHHBIMU  CTPYKTYpPHBIMH ~ U3MEHEHHUSIMU  CYCTaBOB, 0oJjiee  TSKETBIM
0CTEOrnopo30M M 0oJiee BBICOKOW YacCTOTOM comyTCTBYyMOmIeH natosoruu. [lonoOHas
(GOpMOPA3INYHOCTh COTJIACYETCS C TMPEACTAaBICHHEM O TOM, YTO TSKECTh
KIIMHAYECKOTO  (PEHOTUIIa OMPENeNsieTCs CTENEeHbI0 CHWDKEHUS aKTHUBHOCTH
nedunutHOro (akTopa, KOTopas, B CBOIO OY€pe/ib, 3aBUCUT OT MOJEKYJISIPHOTO
nedexra [124]. Tunm MyTanuu UMEeT MPSIMOE OTHOIIEHHE HE TOJIBKO K TSHKECTH
KPOBOTOYMBOCTH, HO U K PUCKY Pa3BUTUS UHTMOUTOPOB, UYTO B MUPOBOM JIUTEPATYpE
paccMaTpuBaeTcs Kak BaxHeHmMil Qakrop, onpenenstomuii  3pEHEeKTUBHOCTh
3amectuTenbHOM Tepanuu [102, 108]. Xotss uHruOutopHas ¢opMa B YCIOBHUSAX
pecnyOJIMKH CHeUMaIbHO HE HM3ydajach BBUIY HEJOCTYIMHOCTH COOTBETCTBYIOIICH
1a00paTOPHOM ~ JUArHOCTUKHM, COBPEMEHHBIE JIaHHbIE O 0oyiee  BBICOKOM
MMMYHOTE€HHOCTH OTAEIbHBIX MPENapaToB U O 3HAYEHUU F'EHETUUYECKUX U CPEJIOBBIX
dakTopoB pa3BuTus HHTHOUTOPOB [93, 123] yKa3pIBarOT HA HEOOXOAMMOCTh CO3/IaHUS

B pecny6nHKe BO3MOKHOCTEH AJIS UX BBIABJIICHUA, IIOCKOJIBKY ITOABJICHHUC I/IHFI/I6I/ITOpa
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KapJAMHAIBHO yXYAIIAET MPOTHO3 U TpeOyeT MPUHLIUITHAIBHO UHBIX TEPAIEBTUYECKUX
HOJIXOJIOB.

VYcranoBieHHass B paboTe (QOpMOpPa3IUYHOCTh KIMHUYECKOTO (heHOTUNa
3aKOHOMEpPHO paccMaTpUBaeTCsi B KOHTEKCTE MOJIEKYJSPHO-TEHETUYECKUX OCHOB
3a0oneBanus. TspKeCcTb KPOBOTOYMBOCTH — OINPEACNSETCS CTENEHbIO CHMXKEHUS
aKTUBHOCTHU J€PUIUTHOTO (PakTopa, KOTOpas, B CBOIO OuYepeib, 3aBUCUT OT THUIIA
NaTOT€HHOI'0 BapuaHTa B reHax, konupyromux gakropst VI u 1X; Hanbonee Tsoxénpie
MOJIEKYJISIpHBIE Ae(EKThI aCCOLMUPOBAHBI C MOJHBIM OTCYTCTBUEM CHHTE3a (haKTopa U
C TIOBBIICHHBIM PHUCKOM pa3BUTUs HHrHOUTOpOB [124]. JlaHHBIE MHPOBOIA
JUTEPATYPHl  CBUAECTENBCTBYIOT, YTO THUI  MYTallMd CIYKUT  BaKHEUIIHM
JE€TePMUHAHTOM HMMMYHHOTO OTBETa Ha BBOAMMBINA (akTOp, a PUCK 0Opa3oBaHUs
WHTUOUTOPOB HauOoJIee BBHICOK MPU KPYIMHBIX ACNENUSIX U HOHCEHC-MyTauusix [93,
108]. IlosiBneHue WHTHOUTOpPA KapAMHAIBHO YXYAIIAET TMPOTHO3, IOCKOJBKY
CTaHJapTHAsl 3aMECTUTENIbHAs Tepanus CTaHOBUTCA Hed((EeKTUBHONM U Tpedyer
IPUMEHEHUS IPUHIUIIAATIBHO UHBIX MMOJX00B, BKIIIOYas IIYHTUPYIOIINUE MPErapaThl
U UHAYKIUK WUMMYHHOW TonepaHTHOCTH [102]. 3HayeHue TuIla KOHIIEHTpaTa U
T€HETUKO-CPEJIOBbIX (PAKTOPOB B pAa3BUTUU HHTHOUTOPOB OCTAETCA MPEAMETOM
akTUBHOrOo wu3yueHus [123]. XoTs B YCIOBUAX pPECIyOJUKH ONpEAeIICHUE
UHTUOUTOPOB M MOJIEKYJIIPHO-TEHETUYECKAsl JUAarHOCTHKAa HE MPOBOJIMUIIUCH BBUAY
HEJOCTYIMHOCTH METOOB, MOJIyY€HHbIE JaHHbIE O Mpeo0iIalaHuu TSKETBIX GopM U 0
oonee TsoKENOM TeueHnHn reModuinu A 000CHOBBIBAIOT MPUOPUTETHOCTH CO3JAHUS
COOTBETCTBYIOIIEH JTabopaTopHOI 0a3bl, HEOOXOIUMOM JJISI BHISIBICHUS HOCUTEIBHHUII,
NpeHaTaJIbHOM  JIMarHOCTUKH, TPOTHO3UPOBAHUS  PUCKA  MHTUOUTOPOB U
palMoOHAIBHOTO BHIOOPA TEpAITUHU.

[TomyuyeHHBbIE pe3yabTaThl LIENECO00PA3HO pACCMATPUBATH U B CBETE HBOJIIOIIUHU
COBPEMEHHBIX TOJIXOJI0B K JICUCHHUIO TIeMO(UIINYU, ONPEACNAIOIMMNX JTAIOHHBIE
OpUEHTHUPBI OpPraHU3alUU MMOMOIIYM. MUpOBasi MpakTUKa MOCIEAOBATENbHO Mepenuia
OT BNU30JUYECKOT0 JIEYEHUSI «IO0 TPEeOOBAHUIO» K PETYJSPHON 3aMECTUTEIbHOU
npoduIaKkTUKe, JOKa3aBIIEH CHOCOOHOCTh CYNIECTBEHHO CHIKATh YacTOTY

reMapTpO30B U MPEIOTBpAIIaTh GOPMUPOBAHNE APTPOIIATHH, & TAKKE K HEPAKTOPHBIM
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npenaparaMm, oOecneunBaromuM S(H()EKTUBHBI KOHTPOJIb KPOBOTOYHMBOCTH TIPHU
MOJKO)KHOM BBEJICHMHM, U K OJHOKPATHOW TE€HHOW Tepamuu, o00ecreynBarolie
SHJIOTEHHYIO0 BBIpaOOTKY neduiutHoro ¢akropa [89, 111, 138]. B ycnoBusax
pecyOIuKu, T/Ie 3aMeCTUTEIIbHAS TepaIusl HOCUT MIPEUMYIIIECTBEHHO AMTHU30IMUECCKU
XapakTep, a mpoPuiIakTHIecKoe JeueHne PaKTUYECKU HE Peain30BaHO, 3aKOHOMEPHO
dbopmupyeTcs TSIKENBIN KIMHUYECKUN TPOGUITL OOJIBHBIX, BHISBICHHBIN B HACTOSIIIEM
WCCIIEIOBAaHUM: BBICOKAs 4YaCTOTa Te€MapTPO30B, BBIPAXKEHHAs apTpomaTus, TsHKEnas
aHemus1, TyOokuii gedunut ButamuHa D, hopMopaznudHbie KOCTHBIC HAPYIIICHUS
OTSTOUIEHHBIM KOMOPOUAHBIA (OH. Pa3pblB MeX1y STalOHHBIMH MOJIXOJaMHU H
peaIbHOM MPAKTUKON OKa3aHMS TOMOIIW, XapaKTEPHBIN JIJI1 CTPAH C OTPAHUYEHHBIMU
pecypcamu [106, 115], B pecryOiamke mposBiIsSeTCS OCOOCHHO OTYETIMBO U CIIYXKHUT
HEMOCPEICTBEHHBIM 00OCHOBAHHUEM [IJIsl IOATAITHOTO BHEAPEHUS MPOQUIaKTHUYECKON
Mozenu JedeHus. Jlaxke 4acTHUHBIN mepexoa K Npo(uiiakTHKe y JeTed, COTJacHO
JAHHBIM KOHTPOJHUPYEMBIX HCCIIEIOBAHUN, CIIOCOOEH NPUHIUIHUAIBHO H3MEHUTH
JIOJITOCPOYHBIA TPOTHO3 3a CUET COXPAHEHMSI CTPYKTYpPhl CYCTaBOB W CHUXKCHUSA
MHBaMAM3anuu [111].

[TomyyeHHble  pe3yabTarbl MMEIOT HEMOCPEACTBEHHOE  OTHOIIEHHUE K
opraHuzaluy noMou OonbHBIM reModpuiaueii B PecnyOnuke Tamkukucra.
MexXnyHapOAHBIM 3TAJIOHOM CIYKUT MOJENb, MPEAyCMATPUBAIOIIAA HaIM4YNE
HAIMOHAJIBHOTO PErucTpa OONBHBIX CO CTaHJAAPTU30BAHHBIM COOPOM JIaHHBIX,
[IEHTPAIM30BAaHHBIM YTPABICHUEM U TIOCTOSHHON 3aMECTUTEIHHOU MPOMUIAKTHKON
kak crangapTom JjieueHnus [138]. JlokazarenbHas 6a3a mpoUIaKTUUECKOW Teparuu
yoenurenbHa: B KOHTPOJIMPYEMBIX HCCIEIOBAHUAX IO0Ka3aHO, YTO pEryJisipHas
npo(HIIaKTHKa MO CPABHEHUIO C 3MH30JAMYECKUM JICUEHHEM CYIIECTBEHHO CHMXKAET
4acTOTY réMapTpPO30B U 00ECIIEUMBAET COXPAHEHUE HOPMAJIbHOM CTPYKTYPhI CyCTaBOB
y OOJBIIMHCTBA JAETEH, TOr/1a Kak OTCpOUYKa Havajga NpoUIaKTUKU aCCOIMMPOBAHA C
yBEJIMYEHUEM KPOBOTOUYMBOCTU U 00Jie€ BBIPAXKEHHOW apTpoIaTheil B mociaeayroniei
xu3Hu [89, 111]. B ycnoBusix pecnyOnuku, rae oOecrnedeHue (akropamu
CBEPTBIBAHUSI ~ HOCUT  MPEUMYIICCTBEHHO  JNU30JAUYECKUMH  XapakTrep, a

HpO(l)I/IJ'IaKTI/I‘-IeCKOC JICUCHHC CI)aKTI/I‘-IeCKI/I HC PC€aIn30BaAHO, 3aKOHOMCPHO
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(GopMuUpyIOTCS BBICOKAs YaCTOTa reMapTPO30B, PaHHSS MHBAIUIAU3AIUS U THKEBIN
KOMOPOUIHBIN (DOH, BBISIBIIEHHBIE B HACTOSAIIEM Hccae10BaHUU. OMBIT CONPEeIbHbBIX
CTpaH pPETMOHA CBUJETENIbCTBYET, YTO IEPBBIM IIArOM K CUCTEMHOM IOMOIIU
CTaHOBSTCS HOPMATUBHO-METOINYECKast 0a3a, HAllMOHAIBHBIA PETUCTP U OpraHu3alus
COBPEMEHHOMW, B TOM YHCJIE MOJEKYJSIPHO-TEHETUUYECKOW, auarHocTuku [106].
COBOKYITHOCTh MOJYYEHHBIX JAHHBIX OOOCHOBBIBAET MPUOPUTETHOCTH CO3/IaHUS B
pecnyOJIMKe eMHOr0 HallMOHAIBHOTO PErucTpa O0IbHBIX FeMOPUIINEN, HATa)KUBaHUS
1a00paTOpPHON JUArHOCTHKH, BKIIIOYAs OMNpPENEICHUE AaKTUBHOCTU (aKTOPOB U
UHTUOUTOPOB, YCTOMYMBOIO TIOCYJAPCTBEHHOTO OO0ECHEYEHHsS] 3aMECTUTEIbHOM
TEpanud C TOCTETNIEHHBIM BHEAPEHUEM NPOPUIAKTHYECKOTO JIEYCHHs, a TaKkKe
MEIUKO-TEHETHYECKOT0 KOHCYJIbTUPOBAHUS CEMEU IPYMIIBI PUCKA C YUYETOM BBICOKOM
4acTOThI OJIM3KOPOICTBEHHBIX OPaKOB.

CoBOKYITHOCTB BBISIBJIEHHBIX KJIMHUKO-3ITHIEMUOJIOTHYECKUX
3aKOHOMEPHOCTEH  MO3BOJSIET  C(OPMUPOBATh  LIEJIOCTHOE IMPEJICTaBICHHE O
remouinn B Pecriyonuke Tamkukucran kak o 3a0051€BaHUH, IPOTEKAIOIIEM Ha (OHE
KOMIUJIEKCa HEOJaronpusiTHIX PErMOHaNbHBIX  yciOBHM. Bpicokas wyacToTta
OJIN3KOPOJCTBEHHBIX OpaKoB CO3AAET FTEHETUUECKUE MPEIOCHUTKH JUISl MO ACPKAHUS
HOCHUTEJIbCTBA W OTHOCHUTEJIbHO 4YacTOrO BBISBICHUSA 3a00JIEBaHMS Yy KEHIIMH;
OrpaHUYeHHas JOCTYIHOCTh (paKTOPHOM TepaIuy U MO3IHEE OOpallleHHE 33 TOMOLIBIO
OTpeAeIsAoT Mpeodiiaganue THKENbIX (GOPM U PAHHIO MHBAIWIU3ALUIO; KAPKUM U
CyXOH KJIMMaT aCCOLUMUPOBAH C CE30HHBIM HApAaCTAHMEM YacCTOThI OCJIOKHEHMIA;
HYTPUTUBHAsI HEJOCTATOUYHOCTh U Je(pUUUT BUTaMHHA D ycyryOnsioT KOCTHO-
MHUHEpPAJbHbIE HapyIIEHUs; HEIOCTATOYHAas OCBEIOMIIEHHOCTb MEAMIIMHCKHX
pabOTHUKOB U HACEJIEHUs IPENATCTBYET pPAaHHEH AMArHOCTUKE M MNPOPUIAKTHKE.
B3aumHoe ycuieHue nepeunciaeHHbIX (PakTopoB (GOpMUPYET TAKENBIN KIMHUYECKUN
npoduiib OOJIBHBIX C BBICOKOW 4YacTOTOM remMapTpo30B, apTponaTuu, HedpomnaTuw,
aHEMHUU, OCTEONOPO3a U ICUXOIMOIIMOHAIIBHBIX PACCTPONCTB, HAM0O0JIEE BEIPAKEHHBIX

npu reMmopunuu A.
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BbIBO/IbI

1. B 2024 rony B Pecry6iuke TapKUKuCTaH HACUMTHIBAJIOCH 773 TaliueHTa
¢ reMo(uIIMeH, YTO COOTBETCTBOBAJIO pacmpocTpanéHHocTu 7,5 ciaydas Ha 100 000
HaceneHus. HaubOosiee BhICOKME TOKazaTenu MpUXOAuauch Ha panionsl PPII, nanee
cnenoBanu XatinoHckas u Corauiickas obnactu u T. [lymanGe, a Haubosee HU3KHE
nokazarenu Haomogamuck B ['BAO. B crpykrype 3abosieBaHusS JOMHHUpOBaja
reMouiidsi A CO CpeaHETSDKENBIM U TKETBIM TeueHueMm. Ciyyan remoduiun C
oTcyTcTBOBaNM [1-A, 2-A, 4-A, 5-A, 13-A].

2. Y xeHUIMH 3penoro Bo3pacta ¢ remodunueit A u B (n=15) teuenue
3a00JIeBaHUsl COMPOBOXKAAIOCH AKYIIEPCKO-TUHEKOJIOTHYECKUMU  OCJIOKHEHUSIMH,
XpPOHUYECKOW aHeMHeW W peakuMu remapTposzamu. [Ipuobperénnas remoduius
POSIBIISIIACh CHUYKEHUEM akTuBHOCTHU ¢aktopa VIII u remopparnueckum cCUHHAPOMOM
6e3 reMapTpo3oB. [le6roT 3a00eBaHMs TPEUMYIIIECTBEHHO MPUXOIUIICS HA TTOKUIION
BO3pacT W ObUI CBS3aH C ayTOMMMYHHOH, OHKOJIOTMYECKOW M XPOHHYECKOU
comaTuueckoil marosiorueil. Cpeu My>KUHMH U KEHIIUH NPUOOpEeTEHHAs TeMOBUITHS
BCTpeYaIach C COMOCTaBUMOM yacToTou [3-A, 11-A, 12-A, 14-A].

3. PermonanbHBIMH 0COOCHHOCTSIMU reMOGUINN A U B SBISINCH BRICOKAS
JI0JIs TTALIUEHTOB U3 MHOT'OJIETHBIX CEMEU U ceMeil ¢ OJU3KOPOICTBEHHBIMU Opakamu,
OrpaHWYCHHAs! JOCTYITHOCTh MEIUITMHCKOW TTOMOIIH, COIMMAIbHOE HEOIaronoayqne,
nedunut BuTamMmuHa D 1 mpeuMyIiecTBEHHOE MPOKMBAHKE B CETLCKONW MECTHOCTU. B
KIIMHAYECKOW  KapTHUHE Mpeodiiafjand  TPEBOXKHO-ICIPECCUBHBIE  COCTOSIHHS,
reMapTpo3bl, Te€MaTOMbl, CIIOHTAHHbIE KPOBOTEYEHHS U  TeMmoduinyeckas
Hedponatus. KenynodHO-KUIIEUHbIE, CyOKOHbIOHKTUBAJIbHBIE W BHYTpHUUYEPEITHBIC
KPOBOTEYEHHUS BCTPEUAINCH 3HAYUTENBHO pexe [1-A, 2-A, 5-A, 9-A].

4. IlopaxkeHue CycTaBOB IpHU reMO(UINN UMENO BBIPAKEHHBIE BO3PACTHBIE
pazimuuns. Y B3POCHBIX  MAIMEHTOB  XPOHUYECKash  MPOrpeccupyromias
reMouiiiueckas apTpomaTus  COMPOBOXKJAdach KOHTPAKTypamMHu, CTOMKUMU
(GYHKIIMOHATBHBIMU ~ HApPYIICHUSIMU U BBIPAKEHHBIMH  PEHTTEHOJIOTUYECKUMU
U3MCHEHUSMU. Y JIETEN CYCTaBHOW CHUHAPOM IPOTEKAJT OCTPO M PEUUIUBUPYIOIIE,

UMeJT MPEUMYIIIECTBEHHO O0PaTHUMBINA XapakTep, He COMPOBOXKAAICSA (HOPMHUPOBAHUEM
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KOHTPAaKTyp U MPUBOAWII JIMIIb K MUHUMAJIBHBIM CTPYKTYPHBIM U3MEHEHHM [6-A, 7-
A, 8-Al].

5. Y B3pOCIBIX MAIMEHTOB C THKETON reMopureit MyJIbTHKOMOPOUTHBIN 1
MYJIbTUMOPOUIHBINA CTAaTyC ObLI BBIpaXKEH CUJIbHEE, YeM y neTeil. Merabonnueckue
V3MEHEHUsI BKIIFOYAIU CHUXKEHUE ypoBHs Xxonecrepuna, JITITHII, uanekca maccel tena,
KOHIIEHTPALUU TIIFOKO3bl B KPOBU M MUHEPAJIBHOM IUIOTHOCTU KOCTHOM TKaHU. Ilpu
remopunuu A mpeoOiagan OCcTeonopos, a npu remodpuiauu B — octeonenus npu
Oojee peIKOM pa3BUTHM ocTeonopo3a. HapymeHus remocrasza IpOSBISUIMCH
CHIDKCHHEM AaKTUBHOCTH (DakTopoB CBEpTHIBaHUS © yanuHeHnem AUYTB,
CONPOBOXKIAINCH YXYAIICHHWEM KayeCTBA JKU3HU W Pa3BUTHEM ITOJMOPTaHHBIX

ociaoxHeHui [5-A, 10-A].

168



PEKOMEHIAIUU 11O MTIPAKTUYECKOMY UCITIOJIb30OBAHUIO
PE3YJBbBTATOB UCCIEJOBAHUSA

1. Opranam nmpakTuyeckoro 3apaBooxpanenusi Pecnyonuku TamxukucTtan
IIeJI€CO00pa3HO OPraHU30BaTh PaHHEE BBIABICHHWE W yUET OOJBHBIX TeMO(IIHEH ¢
IPUOPUTETHBIM OXBAaTOM PETMOHOB BBICOKOW paclpOCTpaHEHHOCTH MYTEM CO3IaHMUS
€IMHOTO0 HAIMOHAJIBHOTO pPETHUCTpa TMAIlMEeHTOB, BHEAPUTHL OO0pa30BaTCIbHBIC
IPOTPAMMBI JJISI METUITMHCKUX paOOTHUKOB M HACEJICHUS TI0 PaHHEH TUArHOCTUKE U
npodrtakTrKe 3a00I€BaHUS, a C YIETOM BBICOKOU JTOJIM OJIM3KOPOICTBEHHBIX OPaKOB
— 00eCneYnTh METUKO-TEHETUYECKOE KOHCYJIFTUPOBAHNE CEMEN TPYIIIBI PUCKA.

2. Bpauam-remaTtoyioraM TpHW AHCIIAHCEPHOM HAOIIOJCHUU TAIMEHTOB C
reMoQuInel peKOMEHIyeTCsl MPUMEHSTh KOMIUIEKCHYIO MPOrpaMMy MOHUTOPHUHTA,
BKJIIOYAOIIYIO YJIBTPAa3BYKOBOE HCCIIEIOBAHNWE CYCTABOB JIJIi PAHHETO BBISBJICHHUS
apTponaTHH, TEHCUTOMETPUIO, KOHTPOJIb TIOKa3aTeliel reMocTasa, ypoBHSI BUTAMUHA
D u 37eKTponIUTOB KPOBU C KOppeKIuend ux aeduuura, a npu THKEIOM TEUCHHUH
3a001€BaHUsI — OICHKY (YHKIWM TIOYEK JIII CBOCBPEMEHHOW JIUArHOCTHUKH
reMopuIMYecKoi HepponaTuu.

3. B cucreMy KOMIUIGKCHOTO BEACHHS TAIMEHTOB IIeJIeCO00pa3HO
BKJIFOUATh CKPUHUHT TPEBOXKHO-JIEITPECCUBHBIX COCTOSHUN C TICHXOJOTHYECKUM
COTPOBOXKJICHHEM, a TaKXKE TOBBINIATh HACTOPOKEHHOCTh Bpaded pa3IMUHBIX
CHEIUATbHOCTEH B OTHOIICHUU MPUOOPETEHHON reMOPUINK TIPU ayTOMMMYHHBIX H
3JI0KaY€CTBEHHBIX 3a00JICBAaHUSIX U KIMHUYECKH MaHU(DECTHBIX (OpM 3a00JICBaHUS Y

KCHIIIHNH.
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