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CIIMCOK COKPAIIEHUM, YCJIOBHBIX OBO3HAUYEHWHA
AJl — apTepuaIbHOE 1aBJICHUE
AJIT — ananmnamMuHoTpancdepasa
ACT — acnapratamuHoTpaHcpepasa
AUYTB — akTUBHpPOBaHHOE YACTUYHOE TPOMOOIIIACTUHOBOE BpeMs
BAIII — Bu3yanbHO-aHAJIOroBasl 1IKaja
BUY — Bupyc ummyHoiepuinra yeinoBexa
BO3 — BcemupHas opranuzanus 31paBoOXpaHEHUs
BPK — Bpems pekanbiudukanim
BCK — Bpems cBEpTHIBaHUS KPOBH
B®I' (WFH) — Becemupnas dheaeparus remopuimn
I'BAO — IN'opHo-bamaximanckas aBTOHOMHasi 00J1acTh
['® — remodunus
JABC — nucceMnHUpOBaHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE
KC — xusHennas cuia (mkana SF-36)
Wb — unteHcuBHOCTH 00U
NBC — nmemuyeckast 00J1€3Hb cepIa
HUMT — nnnekc maccel Teaa
NDA — uMmmyHO(pEpMEHTHBIN aHAIHU3
KI' — koHTpOJIBHAA Ipy1IIa
KT — xomnrotepHas Tomorpadus
KTBP — xomnbrotepHast Tomorpadust BRICOKOTO pa3pemieHUs
JIITHII — nunionporenibl HU3KOM IJIOTHOCTH
MIIKT — muHepanbHas INIOTHOCTh KOCTHOW TKaHU
MPT — MarHUTHO-pE30HAHCHAsI TOMOTpadust
HMII PT — HanmonaneHbIi MeTUIIMHCKUM LIeHTP PecriyOnuku TapkukucTan
O3 — o6mee cocrostHuEe 310poBbs (TKaia SF-36)
[1B — mporpomMOuHOBOE Bpems
[II" — npuoOpeTénnas remopunus

13 — ncuxuveckoe 310poBbe (mkana SF-36)
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[N — mpoTpOMOMHOBBIN HHIIEKC

PO® — poneBoe (PyHKIIMOHMpPOBaHUE, OOYCIOBIEHHOE (PU3NYECKUM COCTOSHHEM
(mkana SF-36)

P®D — poneBoe GpyHKIIMOHUPOBaHUE, 00YCIOBICEHHOE SMOIMOHATBHBIM COCTOSIHUEM
(mkana SF-36)

CK® — ckopocTh KTy0O0UKOBOM (PrIIbTpaAIIun

COD — cKOpOCTh OCENAHUS IPUTPOLIUTOB

CIIN/ — cunapom npHOOPETEHHOIO UMMYHOAE(PULINTA

C® — conmanpHOe pyHKIIMOHUpOBaHUE (mkana SF-36)

TIII" — TOnEpaHTHOCTH IJ1a3MBbl K I'elapuHy

Y 3U — ynpTpa3ByKOBOE UCCIIEIOBAHUE

OD — pusnyeckoe GpyHkuuonupopanue (mkana SF-36)

YJ[ — yactoTa JbIXaHUS

YCC — yactoTa cepJeYHbIX COKpPAIICHUI

OKT — sanexkrpokapauorpadus

AAYV — adeno-associated virus (aJieH0acCOIMUPOBAHHBIN BUPYCHBIN BEKTOP)

EQ-5D — EuroQol-5 Dimensions (OIIpOCHUK OIICHKH Ka4eCTBa KH3HH )

F8 — ren daxropa ceépthiBanus kpou VIII

F9 — ren (akTopa cBépThiBaHus KpoBU [X

HAM-D — Hamilton Depression Rating Scale (mkana genpeccuu ['amuibToHa)
HEAD-US - Haemophilia Early Arthropathy Detection with Ultrasound
(ybTpa3ByKOBO# MPOTOKOJI PAaHHETO BBISABICHUS TeMOMUIHUSCKON apTPOIIATHH)
HJHS — Hemophilia Joint Health Score (mkamra orneHKH COCTOSIHHSI CYCTaBOB NP
reMO(ITNH)

IPSG - International Prophylaxis Study Group (MPT-mkana omneHkH
reMO(pHINIECKON apTpOIaThm)

ISTH — International Society on Thrombosis and Haemostasis (MexmayrapoaHoe
00IIIECTBO 10 TPOMOO3Y U TeMOCTasy)

STAI — State-Trait Anxiety Inventory (mkana tpeBoknoctn Crimioeprepa)



BBEJIEHUE

AKTYaJIbHOCTh TeMbl HcciaeaoBaHusi. ['emoduing oTHocUTCS K HambOojee
COLIMAJIbHO 3HAaYUMBbIM HACJIEJICTBEHHBIM Koaryjonatusm: «remodpuius (haemophilia;
rped. haima - kpoBb + philia - CKIOHHOCTB) - HaCIIeICTBEHHOE 3a00JieBaHUE,
MPEUMYILIECTBEHHO JIMI[ MY>KCKOTO T10Jla, B OCHOBE KOTOPOTO JIEKHUT HapyIlICHHUE
nepBoil ¢aszpl cBepThiBaHUS KpoBU, oOyciosienHoe nepunurom FVIII wm FIX u
IIPOSBIISIFOLIEECS YACTBIMU, JUIMTEJIBHBIMU KPOBOTEUEHHUSIMU U TemMapTpo3aMm» [57, c.
9]. Ilo npupoae 3aboneBanus, «mnockoiabky rewsl FVII n FIX pacnonoxens: Ha X-
XpOMOCOME, a MATOJOTUYECKUE (PAKTOPHI SBIISAIOTCS PELUECCUBHBIM MPU3HAKOM, TO U
remouiust A, u remopunusi B - pereccuBHble 3a007€BaHUs, CIETVICHHBIE C TIOJIOMY
[57, c. 18]. KiunHHYeCcKM «KIMHUYECKass KapTHHA TeMO(UIMU XapaKTepU3yeTcs
reMaTOMHBIM TUIIOM KPOBOTOYHMBOCTH C MPeo0IaaHueM KPOBOUBIHUSHUN B KPYITHBIE
CyCTaBbl, MBIl U BHYTpeHHUE opranb» [14]. Ilo nanueim B.A. JltocoBa u cOaBrT.,
«HanboJee YacTo CIOHTAHHbIE M TPABMATHUYECKUE KPOBOM3IHMSHHS MPOSBISIOTCS
remaptpo3amu (70-80% cmydaeB), yacTo 00Opa3yrOTCs MOJKOXKHBbIE remMatombl (10-
20%)» [40, c. 13], npuuém «Haubosee YacTO reMapTpo3bl BOZHUKAIOT B KOJEHHBIX
(45% cmyuae), nokteBbix (30%) u ronenocronubix (10%) cycraBax. IlnedeBnie u
Ta300€eApPEHHbIE CYCTaBbl MOPAKAIOTCS 3HAUUTENbHO pexe (B 2-3% ciyuaeB)» [40, c.
13]. B 0606maronux o030pax 0TMEYAETCA, UTO «PELUANBUPYIOIINE KPOBOU3IUSHUS
B CYCTaBbI M MBIIIIIIBI SIBJISFOTCS XapaKTEPHBIM MPU3HAKOM TSHKENON reMOoGUIuu U IpH
OTCYTCTBUU JICUCHHUS MPUBOAAT K XPOHUUECKOW HWHBAIUIUZUPYIOLIEH apTpOHaTHI
[72, c. 1447], a «reMapTpo3 SABISIETCS HAMOOJIEE YACTHIM THIIOM KPOBOTEUEHUS Y JTUI]
¢ TsoKENON TeModuiTneit, COCTaBIsis OOIBITMHCTBO AMU300B KpoBOTeUeHMi» [ 138, .
10]. HawuOosnee TpO3HBIM OCJIOKHEHHEM 3aMECTUTENIbHOM Tepanmuu ocTaércs
UHruOUTOpHas (opma: «pa3BUTUE UHTHOUTOpPOB mpoTuB (akropa VIII wmm IX
ABIIIETCSI Hamboliee CEpbE3HBIM CBSI3aHHBIM C  JICYEHHEM OCJIOKHEHUEM TIpH
remopumun» [72, c. 1451].

ONUIEeMHONIOrMYecKass  3HAYMMOCTh  MOJATBEPXKACHA  MEXIYHApOIHBIMU
JTAHHBIMU: MeTa-aHanu3 peructpoB WFH ycranoBuil, 4to «pacnpocTpaH€HHOCTD (Ha

100 000 myxumH) coctaBiser 17,1 ciydast ayist reMmouinn A Bcex CTETIeHEH TSHKECTH,
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6,0 cimyqas nist Tsoxénoit remodrinu A, 3,8 ciydas nis remodwinu B Bcex crenenei
Tsokectd U 1,1 cimywas g Tsok€nod remoduiauu By [98, c¢. 540]. Cxoanbie
COOTHOIIIEHHUSI TPUBOJIATCS U B OT€UECTBEHHOM JTUTEpaType: «reMouiiis BCTpeyaeTcs
¢ yactotoit 7-16 ciryuaeB Ha 100 ThIC. AETCKOTO HACEJEHUS, IPU 3TOM reMopuiIno A
BBIBIISIIOT y 80% OGosbHBIX, TemModunuto B - y 19%, remodpunmuio C - y 1%» [20, c.
44]. B pervoHalbHOM KIWHHYECKOM pyKoBoacTBe Ctpan LleHTpanbHO A3umn
yKa3aHo, 4TO «pacrnpocTpan€éHHOCTh remodminn A coctasisier 1:10 000, remodunmnu
B - 1:30 000-50 000 >xuteneit my>xckoro mojia» [22, c. 8]. [1o onienkam meTa-aHam3a,
«OXKHJIaeMOe YUCJI0 OONBHBIX TeModuinei Bo BcéM mupe cocrapisger 1 125 000, u3
koTophix 418 000 moymkHBI UMETh TsokEMyr0 remoduinio» [98, c. 540]. Ilpu aTom
WMCTUHHAS YUCIICHHOCTh OOJBHBIX 3HAYUTEIBHO TMPEBBINIAET YUCIO BBISIBJICHHBIX:
«pacrpocTpaH€éHHOCTh reModuianu pasznuyaetcs B mupe: nmoutu 100% OoabHBIX
JMArHOCTUPYIOTCS B CTpaHax ¢ BHICOKUM YPOBHEM J0X0J1a U Jiuib 12% — B cTpaHax
c Oomee HU3KUM ypoBHeM moxoxa» [81, Background], a «momomip, oka3piBaeMasi B
CTpaHax ¢ HU3KHUM YPOBHEM JI0X0/1a, OTCTAET OT CTPaH C BHICOKMM YPOBHEM J0XO0Ja Ha
cpok 10 40 net» [81, Conclusion]. [TpoGrema He1OUArHOCTUKH OCOOEHHO BhIpAXKEHA
B CTpaHax C OTPaHUYCHHBIMH pecypcamu: «Opemsi 00ie3HH OCOOCHHO BBIPAXKEHO B
YCJIOBUSIX OTPAaHUYEHHBIX PECYPCOB, IJie O0IbHBIE YACTO CTATKUBAIOTCSA C 3aM03/1aJ10M
JIMarHOCTUKOM, HEPETYJISIPHBIM JIOCTYIIOM K KOHIIEHTpaTaM (akTOPOB CBEPTHIBAHUS U
HEXBATKOM CHEIUATN3UPOBAHHBIX IIEHTPOB JieueHus» [106, c. 126]. [To 0600mEHHBIM
OLIEHKaM, «0K0JI0 75% nu1l ¢ reMopuianeil mpoKUBAIOT B PA3BUBAIOIIUXCS CTPAHAX U
HE MMEIOT JIOCTyNa K PYTHHHOW MOMOIIM BCJIEACTBUE MHOXECTBAa OapbepoB» [115,
Abstract]. OTu mooKeHUsT UMEIOT MPsIMOE OTHOIIeHHE K Pecrrybnuke TamkukucTas.

Knuaudeckast TSKECTh ONpeesseTcss OCIOKHEHUSIMU: «PEIUIUBUPYIOIINE
reMapTpo3bl MPUBOASIT K MOPOYHOMY KpPYry ,,KPOBOT€UEHHE — CHUHOBUT —
KPOBOTEUEHHUE , KOTOPhII B KOHEYHOM HTOT€ 3aBEPIIACTCS pa3pylICHUEM Xpslia U
remodmmmueckor aprponatueii» [131, ¢. 7]. K xu3HEyTrpoKarOMM OCIOKHEHUSIM
OTHOCSITCS BHYTPUUYEPEIHbIE KPOBOUIUSHUS, KOTOPBIE «CiIy»Kat npuunHon 10 40%
CiIydaeB cMepTH 00IbHBIX TeModunuei» [39, c. 52]. B 1enom «cMepTHOCTD Y OOJIBHBIX

remodrmeit 6pu1a B 2,3 pasa BhINIE, YeM B 0011 Mykckoit momyssiiun (SMR 2,3,
7



95% nosepurtenbHbIi nHTEpBan 1,9-2,8)» [127, Results]. B ycnoBusix PT crpykrypa
OCJIOKHEHHUM MMEET BBIPAXKEHHYIO CE30HHYIO 3aBUCUMOCTD: «remMoapTpo3bl (79,0% u
17,0%), rematoma msirkux Tkaneit (77,0% u 15,0%) u crioHTaHHBbIE KPOBOTEUEHUSI
(67,0% u 15,0%) sSBASIIHCH CAMBIMU YaCTBIMU OCJIOKHEHUSIMU B KApKUH MEPUO]] roj1a
110 OTHOUIEHMIO K XOJIOJJHOMY Iepuoay roga» [42].

CreneHb Hay4yHOH pa3padOTAHHOCTH H3y4yaeMoii mpoduembl. O cTeneHu
W3YYEHHOCTH MPOOJIEMBI CBUAETEIBCTBYIOT HAIMOHAJIbHBIE perucTpsl. B Poccuiickoii
®denepanuu «peructp 0onbHBIX remodunueit PO na 25.10.2018 coxeprxan cBeneHus
o 7433 mamumentax, u3 HuX ¢ remodwimeir A - 6525 genoex» [30]. PeneBanTHBIM
aHajoroM st LleHTpanbHOM A3uM CITyKUT ¥Y30€KHUCTaH, TJIe «BCETO B PECITyOIHKE 3a
nepuo ¢ 1991 no 2004 ron 6bu10 3apeructpupoBano 1304 ciyuast remodunuu A u
B» [77, Abstract], a «mmoka3zarens 3a0osieBaeMocTH BapbupoBai ot 0,75 no 1,46 Ha 10
000 HOBOPOXIEHHBIX MaTLUYUKOBY [77, Abstract]. MexayHapOaHbIN ONBIT yKa3bIBAET
Ha CBSI3b UCXOJ0B C OpraHU3aIMEN TTOMOIIH: «ITOMOIIIb B IIEHTPE JICUCHUS] TeMOPUITUU
OblJIa CBsI3aHA CO CHMYKEHHBIM PUCKOM cMepTH (oTHomeHue yactot 0,6)» [136, c. 440].
@DOoHOBBIM (DAKTOPOM PHUCKA B PETHMOHE CIY>KUT BBICOKAs JOJs1 OJU3KOPOJICTBEHHBIX
OpakoB: «B HacTosiiee Bpemsi cBbiie 1100 MUUIMOHOB 4YelIOBEK MPOXKUBAIOT B
CTpaHax, TJie OJIM3KOPOJICTBCHHBIE OpaKHU SBISIOTCS OOBIYHON TpakTUKOW» [74, 75],
YTO YBEJIMYMBAECT YACTOTY POKIACHHUS AeTer ¢ X-CUEIUIEHHBIMU PACCTPONCTBAMHU.

B  Pecnybnuke Tamkukuctan 1mpoOiieMa ocTaBajach  MPAKTUYECKHU
HenzyyeHHOU. CorjacHO €IUHCTBEHHOMY MPOQWIBHOMY HCCIEIOBAHUIO, «B
Pecniyonuke Tamxukuctan Ha 2024 roj BCero 3aperucTpupoBaHo 773 OOJBHBIX €
remouineir B Bo3pacte OT 1-ro roma nmo 46 5er u cTapiie, YpPOBEHb
pacnpoctpanéHHoctu coctanisieT 0,754 B pacuére Ha 100 ThIC. Hacenenus (pu 9 MITH.
504 Teic. HaceneHus)» [42, c. 103], mpuuém «c remodunueit "A" 3aperucTpUpPOBaHO
615 genoek (79,5%), c remodunueii "B" - 158 gen. (20,4%), cnyuaeB remodunuu "C"
HE BCTpeyanochy» [42]. DTOT moka3arelb CylECTBEHHO HUKE MUPOBBIX OLIEHOK [98, C.
540], d4ro yka3bplBa€T HA BEPOSATHYIO THUIOAUATHOCTUKY. TeppUTOpHAIBHOE
pacnpenieJieHue HEpaBHOMEPHO: «pailoHbl pecmyOnukanckoro nomuuHeHus (PPII)
3aHUMAaJU TJIaBEHCTBYIOIIYI0 poiib (n=251; 32,4%), XatnoHckas ob6nacth (n=216;

28,0%) Corauiickas ooOmacts (n=191; 24,7%) ropon Jymanbe (n=100; 13,0%)
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HaWMEHbIIee KoJM4ecTBO mnainueHToB Obuin w3 ['BAO (n=15)» [42], a «cpeam
MalKUeHTOB ¢ reMouiiiei mpeBaupoBain MyXUnHbI (668 uenoBek, 86,4%)» [42].
PernonasibHOI 0COOEHHOCTBIO SIBJISETCA TO, YTO «GKAPKUM KIMMAT ABIIsIeTCS (PaKTOPOM
pHCKa pa3BUTHUS OCIOKHEHUH, YaCTOTa KOTOPBIX BO3PACTAET C YBEIUUYECHHUEM TSIHKECTU
COCTOSIHUSI maToJioruu» [42], 4TO U ompenenser He0OXOIUMOCTb HACTOSIIErO
uccienoBanus. O BEICOKOM 00IIECTBEHHON 3HAYUMOCTH MPOOJIEMBI CBUIETEILCTBYIOT
U coobOimenus HanuoHanbHbIX CMU: o manHbIM uHbOpMareHTcTBa «ASia-Plusy, B
Tamxukuctane 3apeructpupoBaHo okoyio 800 OonbHbIX remodunuen [8], 4TO
coriacyercs C JaHHBIMH areHTCTBA «XOBap» O YHCIE OOJNBHBIX W OpraHU3alluu
noMomiu B pecmyOnuke [45]; BOMPOCHI JTOCTMIXKEHHM M HEPEHEHHBIX MPoOIeM
OKa3zaHusl MOMOIIU O0JbHbIM reModuineit B TaIKUKHUCTaHE TaKKe OCBEIIAIUChH B
HaIlMOHAIbHBIX M3aaHusIX [13].

B wmupoBoil nureparype HAKOIUIGH 3HAYUTEIbHBIH OOBEM JaHHBIX I10
remobuiiviyd, pa3pabOTaHbl MEXIyHApPOJHbIC PEKOMEHAAIMU, TAEC «IICJICBBIM
(TapreTHbIM) CYCTaBOM  Ha3bIBalOT  OT/AEJbHBIA CycTaB, B KOTOPOM  3a
MOCJIEIOBATENbHBIA O-MECAYHBIM MepUoj MPOU30LUIO TPU WM O0Jiee CIOHTAaHHBIX
kpoBomzusiaus» [138, c. 98]. B PecnyOnuke TamkukucTan Tema MpaKTHYECKU HE
pa3paboTaHa, OTCYTCTBYIOT pENpPE3CHTATUBHBIC HAIMOHAJIbHBIE JAHHBIE O
pPETHOHATBLHON CTPYKType 3a00JIeBa€MOCTH, OCJOXXKHEHMSX, (aKTopax pHCKa W
OpraHu3alyy MOMOUIH.

CBa3b HCCIE0BAHMS C HAYYHBIMH IPOrpaMMamMu (IPOEKTAMM) M HAYYHOM
TemMaTukoM. JlucceprannonHas pa0oTa BBINOJIHEHAa B COOTBETCTBHUU C ILJIAHOM
HAy4HO-UCCIIEIOBATEIbCKON paboThl Kadeapsl BHYTpeHHUX OoisiesHedr Ne3 ['OY
TI'MY umenn AGyanu ubuu CruHO U sBisieTcs PparMeHTOM WHUIIMATHBHON HAyYHOM
TeMbl «AKTyaJIbHbI€ BOMPOCHI BHYTPEHHUX 00JIe3HEH ¢ Yy4ETOM KOMOPOUIHOCTH U
MyJIbTUIUCHUIUIMHApHOTO moaxoaa» (I'P Ne0125TJ1693, 2025 1).

Uccnenoanne mpoBOAWIIOCH B pamMKaxX BbIMojHeHHs [locTaHOBIEHMS
[IpaButenscTBa PecnyOnuku Tamkukucran ot 3 aexadbpst 2012 rona, 3a Ne676 «O
MEPCIEeKTUBAX MNPO(UIAKTAKKM U KOHTPOJST HEUMH(PEKIUOHHBIX 3a00JeBaHUM U

TpaBmaTtu3ma B Peciybnuke Tamxukuctan Ha 2013-2023 rogs».



OBIHIAA XAPAKTEPUCTUKA NCCJUIEJOBAHUA
Hean nccaegopanus. 3yuntb KIMHUKO-3MHIEMUOIOTHYECKHUE OCOOCHHOCTH

remominu B TamkuKucTaHe ¢ y9€TOM PETHOHATBHBIX PA3THUNN U OCIIOKHEHUH.

3agaum ucciie10BaHUA:

1. Ouenuts pacnpocTpan€HHOCTh reMopuiinu B PecniyOnuke TamKUKUCTaH ¢ y4€TOM
PErMOHAJIBLHOTO paclpesielieHus MalKUeHTOB, TUMa 3a00JeBaHUsA U CTENEHH €ro
TSOKECTH.

2. OxapakTepu30oBaTh KIMHHUKO-TA0OpaTOpHbIE ocoOeHHocTH remodunnu A u B y
KEHIIMH 3pEeJoro BO3pacTa, a TAKXKE TeYeHUEe MPUOOpPETEHHOM remMouinu B
3aBHCUMOCTH OT 110JIa, BO3PACTa U COMYTCTBYIOLIEH MAaTOJOTUU.

3. Tlpoananu3upoBaTh peruoHaNbHBIE, COIMATBHO-AEMOTrpadUUecKue U MEIUKO-
colMajgbHble OCOOEHHOCTH TMAIlMEHTOB ¢ remoduiuei A u B, BkiItouas mMecto
IIPOKUBAHUs, CEMEUHBIN CTATyC, TOCTYIHOCTh MEIUIIMHCKOM NMOMOIIN, YPOBEHD
BUTaMUHA D, NCUXO3MOLIMOHAIBHOE COCTOSHUE U CTPYKTYPY FeéMOpparudecKux
OCJIOKHEHHM.

4. TlpoBecT CpaBHUTEIBHYIO OIICHKY CYCTaBHBIX MOPAKEHHUH, KOMOPOMIHOTO
cTaTyca, MeTabOoJNYeCKUX MoKa3aTeyel, MUHEPaIbHOMN MIIOTHOCTH KOCTHOM TKaHU,
CUCTEMBbI T€MOCTa3a U KaueCTBA KU3HU Yy AETEH U B3pOCibIX ¢ remoduineit A u B.

O0bexT uccaenoBanmsi. [lanmenTs ¢ remodunueit (n=773), pazauyaromuecs
o ¢opme 3aboseBanus (remoduiust A 1 B) u cTeneHu TAKECTU TEUCHHMs, a TaKKe
rpyIma KoHTpoJst -50 340pOBbIX JIUII.

Ipeamer uccaenoBanus. [IpeaMeroM ucciaeaoBaHus SBISIIOTCS MAMEHTHI C
pa3nIuuHbBIMUA (OPMAMHU U TSHKECTHIO TEUSHUSI TeMO(DUINH, PA3BUBIIHUECS OCI0KHEHUS,
nicuxosMormoHanbHbIN (hoH, MITKT 1 remokoaryisiiiOHHBIN CTaTyC.

HayyHass HOBM3Ha Hcc/ief0BaHUs. BriepBeie OllEHEHA PacnpOCTPaHEHHOCTh
remobunuu B PecnyOnuke Tamxkukuctan: B 2024 romy 3apeructpupoBaHo 773
nanuenTa (7,5 va 100 000 nacenenus), u3 Hux 40,4% - netu u 59,6% - B3pocibie, pu
npeo0iaanuu y JeTell MKOoJbHOTro Bo3pacta (6-10 ser), a y B3pOChbIX - MOJIOJOTO
Bo3pacta (18-44 net) m MOMUHUPOBAHUHM MYXYMH B 00EUX KOTOpTax; HauOOJbIIas
yactora orMeueHna B PPII, nmamee - B Xatnonckoir m Corguickor o0J1acTIX H T.
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Hymian6e, nammensimas - B ['BAO, mpu 3ToM mpeoOnamana remodunus A,
MPEUMYILIECTBEHHO CPEIHETHKENBIX U TDKENbIX (opMm, ciydyan remopuinuu C He
3apEruCTPUPOBAHBI.

BrnepBeie n3ydensl ocobeHHOCTH TeueHus reMopmmnu A u B y sxkeHmmH (n=15),
XapaKTepU3yIOIIMecs: aKylIePCKO-TUHEKOJIOTMYECKUMU OCIIOKHEHUSIMU, PEIKUMHU
reMapTpo3aMy U XpPOHUYECKON aHEMHUEH, TorJa KakK y MallMeHTOB ¢ MPUOOPETEHHON
remMopriiMeil oTMEYaIUCh CHIDKeHHE akTUBHOCTH ¢aktopa VIII, remopparnyeckuii
CUHApPOM 0€3 remMapTpo30B U Je0I0T 3a00J€BaHUS B IMOXKWIOM Bo3pacTe Ha (hoHe
ayTOMMMYHHOHM, OHKOJIOTMYECKOM M XPOHUYECKOM COMATUYECKOW IIaTOJOTHH; C
OJIMHAKOBOM YaCTOTOW BCTPEYAEMOCTH Y MY>KUYMH U JKCHIIMH.

BrlsiBiieHBI pernoHalibHble 0COOEHHOCTU remMouinu A u B, nposBisgBIIMecs
BBICOKOM JT0JIeH MAIMEHTOB U3 MHOTOJETHBIX U OJIM3KOPOJCTBEHHBIX CEMEW, HU3KOM
JOCTYITHOCTBIO MEUIIMHCKON MTOMOIIY, COIIMAJIbHBIM HEOJIaronoiayyueM, AepUuIuTomM
BUTaMHHA D M npenMynIeCTBEHHBIM MPOXKUBAHUEM B CEIBCKOM MECTHOCTH, a TAKXKE
npeobyialaHueM  TPEBOXKHO-JICTIPECCUBHOIO ~ COCTOSIHUS U TeMOpparuyeckux
OCIIO’)KHEHU (reMapTpo3bl, FeMaTOMbl, CHOHTAaHHbIE KPOBOTEUEHUS, FeMO(DUIINYECKas
He(dponaTus), TOrJa Kak HKEeIyJOYHO-KHUIIEYHbIE, CYOKOHBIOHKTUBAJIbHBIE MU
BHYTPUYEPENHBIE KPOBOTEUEHNS BCTPEUAINCH PEKE.

BbIsiBIeHO, 4YTO MOpakeHHE CYCTaBOB MpPU TeMOPWIMH XapaKTEpHU3yeTCs
BBIPQXEHHBIMU BO3PACTHBIMH Pa3IMUUsIMU: y B3POCIbIX (POPMUPYETCS XPOHUUYECKAs
nporpeccupyiomas reMopuinyeckas apTpomatvss ¢ Pa3BUTHEM KOHTPAKTYD,
CTOMKUMU GYyHKIIMOHATBHBIMU HapyLIEHUAMHU U BBIPAKEHHBIMU
PEHTTEHOJIOTUYECKUMHU U YJIbTPACOHOTPA(QUUECKUMU HM3MEHEHHSIMH, TOr/a Kak y
JIeTEN CyCTaBHOW CUHAPOM MPOTEKAET OCTPO, PELIMAUBUPYIOLIE U MPEUMYIIECTBEHHO
oOpatumo, 0e3 (opMUPOBaHUS KOHTPAKTYp U C MHHHUMAJIbHBIMU CTPYKTYPHBIMU
WU3MEHEHUSIMU.

JlokazaHo, dYTO 'y B3pOCIHBIX TMAIUCHTOB C TOKENOW  TeMOpUIHeH
MYJIbTHKOMOPOUIHBIA U MYJIbTUMOPOUIIHBIN cTaTyc OB Oojiee BBIpAKEH, YeM Y
JeTe; OTMEUYEHO CHUKEHUE MUHEPATIbHON MJIOTHOCTU KOCTHOM TKaHU, IPU 3TOM IpH

reMopuiIuu A mpeobiaaan ocreornopos3, npu remodunuu B -ocTeomeHus ¢ pexe
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BCTPEYAIOIIMMCS  OCTEOIIOPO30M, CONPOBOXKIABLIASICA HAPYILIEHHEM TeMOCTa3a
(cHmxenneM (akTopoB CBEpThIBaHUsA, yaiuHenneM AYTB), cHmkeHnem kauecTBa
KWU3HU U (DOPMUPOBAHUEM TOJIMOPTaHHBIX OCTI0KHEHUH.

Teopernueckass U HAYYHO-NIPAKTHYECKAS 3HAYNMOCTD MCCJICIOBAHUA

Pe3ynbprarsl snuaemMuonaorndeckux ucciaegoBanui 2014-2024 rr. mo3Boauiu
OIICHUTh PACHPOCTPAHEHHOCTh M 3aboyieBaeMOCTh reModmineii B peruoHax PT wm
MOTYT OBITh UCIIOJIb30BAHBI JJII PAHHETO BBISIBIICHUS M MPOQPMIAKTUKHA OCIOKHEHHM.
Bricokasi yacToTa COYETaHHBIX MATOJIOTUH BHYTPEHHUX OPraHOB OOOCHOBBIBAET
HEO0OXOIMMOCTh KOMIUIEKCHOTO 00ciieoBaHus ManueHToB. OCBeTIOMIEHHOCTh Bpade
pa3HbIX CIEHHAIBHOCTEH O MNPUOOPETEHHONM TeMOPWIMM NpPU AYyTOMMMYHHBIX H
3JIOKQYE€CTBEHHBIX 3a00JIEBAHUSAX IMOMOTaeT IMOHATH MMAaTOr€HE3 TeMOPPaArudecKoro
cuHApoMa. MeToA0I0rnYeCKHUe TIOJIOKEHUSI U PEKOMEHAAIMHN PabOThl TPUMEHUMBI B
0oOy4eHHH CTYyAeHTOB MeauIIMHCKUX BY30B.

IToJ10:keHUs1, BBIHOCUMBbIE HA 3aILUTY

1. BesiBieno, uyro B Pecnybmuke TamKuKucTaH — pacnpoCTpPaHEHHOCTH
remobunuu cocraisier 7,5 ciaydas Ha 100 000 wnacenmenus: B 2024 romy
3apeructpupoBaHo 773 mamuenta, Bkiodas 40,3% pereit u 59,6% B3poCIHbIX.
HaunGomnee Bricokas yacToTa 3a00JIeBaHMs yCTAHOBIIEHA B pallOHaX peCIyOIMKAaHCKOTrO
nogunHeHus, XatioHcko u Cornuiickod obsactsx, Haubosee Hu3Kas - B ['opHO-
banaxmranckoit aBToHOMHOHN oOnactu. B crpykType 3aboneBanusi mpeoOnamaer
remobunus A cpemHeTsDKENoW u  Tshkénoi  crenenu; Temodunus C He
3apErUCTpUpPOBaHa. PermoHanbHble pa3inuyus acCOLMUPOBAHBI C MHOTOJETHOCTBIO,
OJIN3KOPOACTBEHHBIMU Opakamu, OTPaHUYEHHOU JIOCTYITHOCTBIO
CHEeUAIU3UPOBAHHON MEIUIIMHCKON MOMOIITHY U AehUiuToM BuTaMuna D.

2. YCTAaHOBJICHO, YTO KIWHAYECKOE TEUEHHWE TeMO(UIUU OIpeaesaeTCs
BO3pacToM, TmojoM U ¢opmoi 3aboneBaHus. Y OKEHIIMH Mpeo0IiaaroT
PENPOAYKTUBHBIE KPOBOTCUCHUSI U XPOHUYECKAs AHEMHS IPU PEAKOM Pa3BUTHUH
reMapTpo30B. [IpuoOperéHnas remoduivs yarie BO3HUKAET B MOXKUIIOM BO3pacTe,
CONMPOBOXKJAETCA  CHWXXEHUEM  akTuBHOCTH  ¢akropa  VIII,  BblpakeHHBIM

reMopparudyeckuM  CHUHAPOMOM  0€3  reMapTpo30B M aCCOUMUPYETCS  C
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ayTOMMMYHHBIMH, OHKOJIOTHUYECKUMU U COMaTUYECKUMHU 3a00sieBanusIMu. [lopaskenue
CyCTaBOB y B3pOCHIBIX XAapaKTEPU3YETCS XPOHUYECKOW IPOTrPECCHPYIOLIEH
apTponaTheil, KOHTPAKTypaMHU M CTOMKUM HapylieHueM (QyHKOuu, y JAeTen -
PEUUIUBUPYIONINM, MPEUMYIIECTBEHHO OOpAaTUMbIM TEUEHHEM C MUHUMAaIbHBIMU
CTPYKTYPHBIMH U3MECHEHUSIMHU.

3. Jokazano, uro TsxkEmas TeMOGUIUS Yy B3POCIHBIX COMPOBOXKIACTCS
MYJIBTUKOMOPOUIHOCTBIO, MYJIBTUMOPOUIHOCTHIO, BBIPAXKEHHBIMU HAPYIICHUSIMHU
reMoCcTa3a, CHHXXEHHEM KauecTBa KU3HM U (OPMHPOBAHMEM MOJUOPTAHHBIX
ocnoxkaeHuit. Jlmst remodumiamm A XapakTEpHO NPEUMYIIECTBEHHOE pPAa3BUTHE
octeonopo3a, s remopuinu B - ocreoneHuun. ['emopparnyeckue OCIOKHEHHS,
XPOHMYECKOE IMOPAXKEHHUE CYCTaBOB, CHUKEHHE MUHEPAIBbHOW IUIOTHOCTH KOCTHOM
TKaHU M TPEBOXKHO-JIETIPECCUBHBIE PACCTPONCTBA (POPMUPYIOT E€AMHBIA KOMILIEKC
bakTopoB,  OMNpENEeNsAIONUMX  TSOKECTh  3a00jeBaHMs M HEOOXOJAMMOCTH
NEPCOHATM3UPOBAHHOIO MEXAUCIUIUIMHAPHOTO HAOIIOACHUS.

CreneHb 10CTOBEPHOCTH Pe3yJibTATOB

JIOCTOBEpHOCTh PE3YNHTATOB MOATBEPKIAETCS PENPE3CHTATUBHBIM OOBEMOM
KIMHIUYecKoro Marepuana (773 maunuenta ¢ remodunueid, Habmogasmmxcesa B 2014-
2024 rr.), TNpPUMEHEHHWEM  COBPEMEHHBIX  KIMHUYECKHX, JIaOOpaTOPHBIX,
PEHTIEHOJIOTHYECKUX, YJIBTPACOHOTPAQUUECKUX M JICHCUTOMETPUYECKUX METOJI0B
HCCIIeIOBaHUSI, KOPPEKTHOM CTaTUCTUYECKON 00pabOTKOM JaHHBIX C HCIIOJIB30BAHHEM
HenapameTpuueckux kpurepueB (x> Ilupcona, Tounblii kpurepuit @Pumepa, U-
kputepuii ManHa-YutHu, kputepuii Kpackena-Yommmca) u  OMHOMHUATBHOU
JIOTUCTAYECKON PETPECCUU, & TAKXKE COIJIACOBAHHOCTBIO MOJYUYEHHBIX PE3YIbTATOB C
JJAHHBIMU OTE€UECTBEHHOW W 3apyOeKHOU JuTeparyphbl. BhIBOABI M IpaKkTUUECKHE
PEKOMEHAAIMY JJOTUYECKHU BBITEKAIOT U3 PE3YJIBTATOB UCCIIECIOBAHMUS.

CooTBeTcTBHE JHUCCEPTALMH MACHOPTY HAYYHOH CHENHAJIBLHOCTH.
Huccepraunonnass pabora cootrBerctByer mnacnopty BAK mnpu Ilpesuaente
Pecniy6iuke Tamxkukuctan no crenuanbHocTH 3.1.21. 'eMaronorust u nepenvBaHue
KPOBU COOTBETCTBYET WIM(]pY crnenualbHOCTU. Tema auccepTalvu COOTBETCTBYET

CIEYIOIINM MYHKTAaM nacrnopra HayyHou cnenuainbHoctd BAK npu IIpesunnente PT
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no cneunanbHocty 3.1.21. 'emaronorus W mnepelvBaHUE KPOBU M OXBAThIBAET
MNOAMYHKTHL: 3.2. DTHONATOreHe3, Ja0OpaTOpHasi U UHCTPYMEHTAIbHAs AUArHOCTUKA
3a00J1€BaHUI KPOBU U KPOBETBOPHBIX OPTaHOB (HACIEICTBEHHBIX U TPUOOPETCHHBIX,
y B3pOCIBIX M JAETeH): aHeMHH M JACNPEecCUd KPOBETBOPEHHUsS, OMOXHMHUYECKHE,
MMMYHOJIOTHYECKHE, BHUPYCOJOTUUECKUE, CTAaTUCTUYECKUE U JAPYrU€ METOJIbI
uccienoBannii); 3.3. KnuHudeckue mposiBICHUS U JieueHUEe 3a007€BaHUN KPOBH Y
B3POCIBIX U JCTEH: 3aMEeCTUTENIbHAS Tepamnusi, TeHHas Tepanus, TpaHchy3uoHHasT U
MOJ/Iep>KUBALOIIIAs Tepanusl, KOMOMHUPOBAHHAS TEPAIKsl, MEXaHU3MbI U OCJIOKHEHHUS
Tepanuu, HOBbIe MeTo bl Tepanuu; 3.4. [IpodrnakTuka HapymeHnd KPOBETBOPSHUS U
JUCIIaHCEpPHOE HAOJI0IEHHE 32 MAIUEHTaMHU C 3a00JIEBaHUSIMU KPOBH M KPOBETBOPHBIX
opraHoB.  PacmpoctpaHeHHOCTh,  3a0osieBaHuil  KpoBu.  Opranuzanuss
METOJ0JIOTHYECKOE COBEPIIEHCTBOBAHUE I€EMATOJIOTHUYECKON TOMOIIM HACEIEHUIO.

JIMYHBIN BKJIAJ AaBTOPA B AMCCEPTAIMOHHOE UCCICJOBAHUE

ABTOpPOM CaMOCTOSITENHHO CPOPMYIHPOBAHBI IENIb M 3a7a4d HCCIICTOBAHUS,
MPOBEIEH aHAIM3 OTEYECTBEHHOW H 3apyOekHoW smrepaTypbl. CouckaTenem
BBITIOJIHEHBI COOp M BBIKOIMPOBKA MEPBUYHOIO KIMHUYECKOTo Marepuana 3a 2014-
2024 tr., ¢popmupoBanue 0a3bl JAHHBIX, CTATUCTHYECKas OOpabOTKa W HaydHas
MHTEPIIPETALHNS TOJTYyUYECHHBIX PE3YIbTAaTOB. ABTOP JUYHO YUACTBOBAJ B KIIMHUYECKOM
oOCJeI0BaHUM  MAI[MEHTOB, AaHaJU3€e  JIA0OPATOPHBIX, PEHTTEHOJIOIMYECKUX,
yIbTPACOHOTpadUIECKUX u J€EHCUTOMETPUUECKUX JTAHHBIX, OLICHKE
MICUXO3MOIMOHAJIBHOTO CTaTyca M KayecTBa JKM3HU, IOATOTOBKE HAyYHBIX
nyOMuKanuii ¥ JOKJIAI0B, a TakK)Ke€ BO BHEIPEHUU DPE3yJIBTATOB HCCIEIOBAHUS B
MPAKTUIECKOE 3IPABOOXPAHCHHE W YICOHBIN TIpoIecc.

Anpofanus U peaju3anus pe3yabTaTOB AUCCEPTANNN

OCHOBHBIE  MOJOXKEHHSI M  pPe3yJbTaThl  JIUCCEPTAUMOHHOW  pabOThHI
ampobupoBansl Ha 70-¥, 71- w 72- TOAMYHBIX HAYYHO-TIPAKTUYECKHUX
koHpepenuusax ['OY TIMVY um. AOyanu nOuu CHHO ¢ MEXIYHAPOAHBIM YYaCTHEM:
«CoBpeMeHHast MeJUIMHA: Tpaauiuu u naHoBamm» (ymante, 2022), « MnHOBanuu
B MEIMIIMHE: OT Hayku K mnpaktuke» ([ymanbde, 2023), «HoBbie ropu3oHTHI B

meaunuHcKod Hayke» (dymanbe, 2024). OtaenbHble pe3yabTaThl HCCIEAOBAHUS
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TaKke ObLIM MPEACTaBICHbBI HA HAYYHO-TPAKTUYECKUX MEPOIPUSATHUSIX, TOCBIIIEHHBIX
Bcemupnomy auto remodunuu, npoBeaéHHbix B T. Jymanbe B 2022, 2023, 2024 u
2025 ronmax. Anpobaius npoBe/ieHa Ha 3aceaHuu MexkKadeapanbHOU MpoOIeMHOM
KOMHCCHUU 110 TeparneBTudeckum agucuurummaam ['OY TTMY um. AGyanu noau CuHo
(HAyman6e, 2026 r., IIpotokon Ne27/1 ot 14 auBaps 2026 1.).

[yoankanuu no teme auccepranuu. OnyOnukoBaHo 17 HaydyHBIX paboT, B
TOM 4uCl€ 3 B PELEH3UPYEMbIX HAYUYHBIX JKypHalax, pekoMeHayemblx BAK mpu
IIpesunenre PT.

Ctpykrypa u 00bém quccepramuu. OObEM AUCCEPTAIMOHHOTO UCCIEIOBAHMS
cocraBiger 193 crTpaHul] MaIIMHONMUCHOTO TeKcTa. Pabora CTpykTypupoBaHa
cleylomuM 00pa3oM: BBEJEHHUE, OO0IIas XapaKTepUCTHKa HCCIEOBaHUs, 0030p
JUTEpPaTypHBIX JaHHBIX, ONMCAHHE MaTephala U METOJIOB HCCIIECIOBAHUS, BKIIFOYAs
CHelUaIbHble W HMHCTPYMEHTaJbHbIE METOJUKH, JIBE€ TIJIaBbl, IOCBSIIEHHBIE
pe3yibTataM COOCTBEHHBIX MCCIICIOBAHUM, a TakKe 0030p MOJYYEHHBIX JIaHHBIX,
BBIBOJIbI U pekoMeHaanuu. CHUCOK HCMOJb30BAHHOW JIUTEpaTyphl BKIOUaeT 145
WCTOYHUKOB, M3 KOTOPBIX 67 oredectBeHHble n w3 crpaH CHI', 78 3apyOexHsbie.

Huccepranus wuroctpupoBana 29 tabnunamu u 14 pucynkamu.
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I'JIABA 1. OB30OP JIUTEPATYPbBI

1.1. Ucropuueckasi cipaBKa, onpejieieHue, Kiaccupukanusi U reHeTuYecKue
OCHOBBI reMo(puiIumn

Iemoduiust npuHAIISKUT K YKMCITy HaubOojiee WM3YUYEHHBIX HACJIEeICTBEHHBIX
KOaryJIonaTHii; mpejcTaBieHusl 0 Hell (hopMUpOBaIUCh Oojiee JABYX CTOJETUU - OT
MEPBBIX KIMHUYECKUX ONUCAHUU CEMEMHOW KPOBOTOUYMBOCTH 10 MOJEKYJISIPHO-
TeHeTHYECKOM pacimu(poBKU Jekamux B €€ ocHoBe myTtanuil. [lonumanue sToit
ABOJIONMM  HEOOXOAUMO  JUIsi  KOPPEKTHOW  MHTEPHOpPETAlluu  KIMHUKO-
AMUACMHUOJIOTHUECKUX JaHHBIX, MOojdydaeMbix B PecmyOmmke Tamkukucran, r7e
Tr€HETUYECKHUE PEATIOCHIIKY 3a00JIeBaHUs MPUOOPETAIOT 0COOYI0 3HAUUMOCTb.

IlepBbie omucanusi 3a0o0jieBaHusA. XOTS YINOMUHAHUS O HACJIEACTBEHHOMU
KPOBOTOYMBOCTU Y MYYHMH BCTPEUAIOTCS €LIE B TAIMYIMYECKUX TEKCTaX M TPyJax
apaOckux Bpaued CpeaHEBEKOBBS, IEPBOEC HAYYHOE KIMHUYECKOE OIMCaHUE
reMopInK TPATUIIMOHHO CBS3BIBAIOT ¢ UMEHEM (uiaaenbduiickoro Bpaya JlxoHa
Konpaga Otro. B 1803 1. B pabore «Omnucanue reMoOpparuvecKon
MPEAPACTIOIOKEHHOCTH, CYIIECTBYIOIIEH B HEKOTOPBIX CEMBbIX» OH MPOCIEIUI
nepeayy CKJIOHHOCTHM K KPOBOTOUMBOCTH IO POJIOCIOBHOM M TMOTYEPKHYT €&
yIpoXarIiuil xapakrep: «Eciy y HEKOTOPBIX M3 HUX HAa KOXE CHIENaTh MaJleHIIyro
HaparuvHy, TO B UTOT€ MOCIEIYET CTOJIb K€ CMEPTEJIbHOE KPOBOTCUCHHE, KaK €CJIN Obl
Oblla HaHeceHa camas oOmmpHas paHa» [118]. Emé Oonee 3HaAUMMBIM 1JIs
MOCJIEYIOUIET0 TMOHUMAHWs TEHETUKH 3a00JIeBaHMSI CTAJl0 €ro HaOIIoJeHUE O
XapakTepe Mepenadn Tpu3Haka: «YIUBHTEIBHO TO OOCTOSITENIBCTBO, YTO JTOMY
CTPAaHHOMY HEJYTY TOJBEPKEHbI TOJIBKO MYXKYMHBI M 4YTO HE BCE OHU €My
noABepxKeHbl XOTs JKEHIIUHBI OT HETO0 CBOOOJIHBI, OHM T€M HE MEHEE CIOCOOHBI
nepenaBaTh €ro CBOUM JETAM My>Kckoro mnoja» [118]. Takum oOpa3om, 3a croserue
JI0 OTKPBITUSI XPOMOCOMHOT0 MexaHu3zMa OTTO (haKTHYECKH OMHUCAN JiBa KIFOUYEBBIX
npu3Haka X-CIEMICHHOTO PELECCUBHOTO HACIEIOBAHUSL - TMOPAXXECHHUE IMOYTH
UCKITIOUUTETIFHO MY>KYUH U Tiepeiady 00JIe3HH uepes3 3I0POBBIX JKCHIIUH.

Cam tepMuH «reMouiIvs MOSBUICS HECKOJIbKO Mo3aHee. Kak yka3blBaeT B

dbynnamentanbHoM wuctopudeckom o063ope G.I.C. Ingram, «Otro B AMepuke
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MPOCJIEIWIT CBOIO POJIOCIOBHYIO JI0 >KEHIIMHBI Hallle JOBOJBHO CTPAHHOE HAa3BAHHE
,,haemophilia®, ,, 11000Bb K KpOBH‘‘, BcTpeuaeTcs B 3arjaBuu TpakTata Xomdda 1828
rojna» [97, p. 469-470]. HazBanue, OyKBaJIbHO O3HaUaroIIee «JIF0OOBB K KpOBW» (Tpeu.
haima - kposs + philia - ckmoHHOCTE), BriepBhIe Mpo3ByYano B Tpakrate ®. Xondda
(1828) 1, HECMOTPS HA €r0 STUMOJIOTHYECKYI0 HETOYHOCTb, 3aKPENUIIOCh B MUPOBOM
MEIULIMHCKOW JIMTEPATYPE.

OtkpbiTHe (dakTOopoB cBEépTHIBaHUA. Ilepexonm OT ONMCATENBHOTO K
nato(U3nOIOTUYECKOMY JTaly M3y4YeHUs TeMO(PUIMU TMPOU30LET B MEPBOM
noJioBuHe XX BeKa, KOrja Oblla YCTaHOBJIEHA CBSI3b 3a0oieBaHus C nedumurom
KOHKPETHOTO I1a3MeHHoro (akropa. KiroueByto poiib chirpana padota ['apBapackoii
rpynnsl A.J. Patek u F.H.L. Taylor (1937), BnepBbie BbIIEIUMBIINX U3 HOPMaJIbHOU
1a3Mbl  CyOCTaHIIMIO, KOPPUTHUPYIOUIYIO CBEPTHIBAHHE KPOBH OOJIBHBIX, - IIO
OTIPEJICICHUIO CaMHX aBTOPOB, «HEKOTOpbIE CBOMCTBA BEIIECTBA, MOJYYEHHOTO W3
HOPMAJIbHOW IIa3Mbl 4ejoBeka © A(M(EKTUBHO YCKOPSIOMIETO CBEPTHIBAHHE
remoumuecko kposu» [121]. Kak ormeuaet Ingram, «I1sTeto rogamu nmo3sxe [aTex
u Tetinop (1937) B 'apBapae NOBTOPHO Hcclien0Balu (Ppakiiio KOTOPYIO OHU TENEPh
Ha3Bay ,,rmooyuHOM ; mo3mnaee Teimop (Lewis et al., 1946) HazBan aTy dpaknuto
,,AHTUTEMODUIIBHBIM TJIOOYJIMHOM , UTO MBI C TE€X TOp cokpartaem 10 ,,AI'T*» [97, p.
473-474]. OroT anTUreMOGUIBbHBINA TJIO0YJIMH BIOCJIEACTBUU MOJTYUYUI 0003HAUCHUE
dakropa VIII, a camo 3aboneBanue, no o6oo0aromniei GopMyIupoBKe TOTO Ke aBTOPa,
CTaJIO BO3MOKHBIM TPAKTOBATh Tak: « Takum 00pa3oM, Mbl MOTJIM Obl pacCMaTpUBAThH
reMoQUINI0 TMPOCTO Kak CIEMIEHHOE C TIOJIOM pELEeCCUBHOE HapyIIeHHE
CBEPTHIBaHUS, 00ycioBIeHHOE AeduiuToM dakropa VIID» [97, p. 474-475].

BaxneiiuMm marom B nuddepeHurani reMopuing cTajlo OTKPhITUE BTOPOH
e¢ ¢hopmbl. B 1952 r. okchopackas rpynia noj pykoBoactBoM R. Biggs ycranosuina,
YTO y 4YacTu OOJIbHBIX, paHEe CUUTABLIUXCS KJIACCUYECKUMHU «TeMO(MINKAMU»,
MPUYUHON KPOBOTOUYHMBOCTH CIYXKHUT Ie(UIHUT WHOTO (hakTopa. ABTOPHI MHCAIIH:
«ITockonbKy 3TH pe3yabTaThl SICHO MOKAa3bIBAIOT, YTO BEIIECTBO, OTCYTCTBYIOIIEE B
JTAHHBIX CITy4YasX, BECbMa OTJIMYAETCS OT AaHTUTEeMO(HIBHOTO II100yIMHA, OHO Ha3BaHO

dbaxkTopom Kpuctmaca» [73, p. 1378]. MexaHu3m HapylieHUs: reMocTas3a ObLT OMKUCaH
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UMHU CIEAYIOMUM 00pa3oMm: «B KpoBU 3TUX OOJBHBIX aHTUTEMO(DUIBHBINA TI00YIHH
MPUCYTCTBOBAJI B HOPMAJIbHOM KOJIMYECTBE, OJHAKO 00pa30BaHHME TPOMOOIIIACTHHA
KPOBH OBLIO PE3KO CHUXKEHO BCJEACTBUE JAedUIINTA B KpOBU (DaKTOpa, Ha3BAHHOTO
dbakTtopom Kpucrtmaca» [73, p. 1381]. Tax nHaswiBaemblii ¢aktop Kpucrmaca,
Ha3BaHHBIM MO (aMUIMKM TEPBOro OOCJIEIOBAHHOIO IMAIMEHTa, COOTBETCTBYET
dakropy IX, a oOycnoBieHHoe ero AeGuIIMTOM 3a00JIeBaHUE OBLIO BBIJEICHO Kak
remouiust B («6one3ns Kpuctmacay).

CoBpemenHoe onpeesieHue U kiaaccupurkanus. B COBpeMEHHOM TOHUMAaHUHT
reMouiINs TPaKTyeTCsd KaK HacJeICTBEHHAs KoaryJomnatus, OOyCIOBICHHAsS
ne(UIUTOM OJHOrO M3 IUTa3MEHHBIX (DaKTOpPOB CBEPTHIBaHUA. B oTeuecTBEeHHOM
pykoBoactee A.I'. PymsiHIIEBa M COaBT. NPUBOJAUTCS KJIACCUYECKOE OIPEICIICHUE:
«I'emodpumust (haemophilia; rpeuy. haima - xpoBs + philia - CKIOHHOCTB) -
HACJIeICTBEHHOE 3a00JIeBaHME, MPEUMYIIECTBEHHO JIMI[ MY>KCKOTO T0Jia, B OCHOBE
KOTOpOTO JISKUT HapylleHHe NepBOd (a3bl CBEPTHIBAHHS KPOBHU, OOYCIOBIEHHOE
nepurmurom  FVIII wmmm  FIX w®  mposBisromieecs 4YacTbIMU, JUTUTEIBHBIMU
KPOBOTEUEHUSIMH U remaptpozamu» [57, c. 9]. B o03ope F. Peyvandi u coaBt. B
xypHane Lancet remopmnmus A u B xapakrepu3yroTcsi Kak «X-CIEIUICHHBIC
perieccuBHble 3a0oseBaHusi, oOycioBiaeHHble AedunuTom daktopoB VIII u IX
COOTBETCTBEHHO» [124]. BbiaenstoT ABe OCHOBHbIE (OPMbI, U B PETHOHAIBHOU
JUTEepaType 3TO pasrpaHuyeHue Gopmyiaupyercs npeaenbHo 4étko: «['emodumus A
xapakrepusyercs aepunuroM pakropa VIII, a remodpunus B - nebunmrom dakropa
IX» [25]. Ha gomto remodunuu A npuxoautes okoiio 80-85% Bcex ciaydaeB; CXOTHBIC
o0oOmiaronye NpPeACTaBICHUs O KIMHUYECKOW MHOTOJMKOCTH  3a00JIeBaHUS
U3JIOKEHbl W B oredecTBeHHOM MoHorpapuu HO.H. AmnxapeeBa «MHoronukas
remouus» [3]. OtaoenbHO paccmaTtpuBaeTcs aepuuuT ¢dakropa XI, KOTOpbId B
CTapol JUTEpaType HWHOTIa HUMEHYIOT «reMmodunueir Cy»: Kak yKa3bIBaeTcsi B
coBpeMeHHOM o0030pe, «edpurur dakropa XI, HazpiBaembiii remoduiaueii C, 310
OYeHb  pelnkoe  3a0oJieBaHHE,  CONPOBOXKIAIOIIEECS  KPOBOTEUEHUSMU U
XapaKTEPU3YIOIIEECs YMEPEHHBIMU CUMIITOMAMI» [25]. DTO COCTOSIHHE HE OTHOCUTCS

K X-CLEIUICHHBIM 3a00JIEBaHUSM, U B CTPOTOM CMBICIE TEPMHUH «TeMOGUIHS»
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npuMeHuM Juib K gedururam paxropos VIII u IX. B HarmonanbHOM KIIMHUYECKOM
pykoBojicTBe KbIpreizckoi PecryOmuku, oTpaxkaronieM TepMUHOJIOTHIO, TPUHATYIO B
peruoHe, reMouius ONpeNeNsieTcsl KaK «HACJIEeJACTBEHHOE 3a00J€BaHUE CUCTEMBI
remMocTasa, XapakTepu3ylolleecs CHIKEHHEM WM HapylIeHHeM CHUHTe3a (PaKkTopoB
ceéprbiBanus kpoBu VIII mmm IX» [22, c. 8]. Tam xe nogu€pkuBaeTcs XapakTep
HACJIEIOBaHUSI M KIMHUYECKOTO cxojctBa (opm: «['emodunus Hacimemyercs Mo
PELIECCUBHOMY MPU3HAKY, CLEIUIEHHOMY C MOJIOBOM X-XpOMOCOMOM, NPHU 3TOM
HACJICAYIOTCS. OJIMH U TOT K€ THI TeMOQUINHN U OJWHAKOBAS TSHKECTh 3a00JICBAHMS
[22, c. 8].

Kinaccupukanust mo creneHu tsizkectu. J{is obecrnieueHrs cOOCTaBUMOCTH
KIMHAYECKUX W DIUACMHUOJOTHUECKUX JaHHBIX HaydHo-cTaHIapTH3alnOHHBIA
KoMuteT MexayHapoaHoro oémecrBa mo Tpom6o3y u remocrazdy (ISTH-SSC) B
cornacutenbHOM jAokymeHTte V.S. Blanchette u coapt. (2014) ynudwumuposan
OTIPEJICIICHHSI CTETICHEW TSHKECTH TeMO(HMIMKM Ha OCHOBE OCTATOYHOW AKTUBHOCTHU
nedurutHOorO hakTopa [76]. CormacHo 3ToM KiacCH(pUKAIIUN, BBIACISIOT TSKETYIO
dbopmy - ipu akTUBHOCTH (pakTopa MmeHee 1 ME/ni (<1% oT HOpMBI), CpETHETIKENYIO
(yMepeHHy10) - mpu akTuBHOCTH 1-5 ME/mi (1-5%) 1 1€rkyro - mpu akTHBHOCTH OoJiee
5 u menee 40 ME/an (>5-<40%). menno tsoké€nas dopma omnpenenser OCHOBHOE
OpeMst 00JIe3HH, ITOCKOJBKY COMPOBOXKIACTCS CIIOHTAHHBIMH KPOBOTCUCHUSMH W
paHHUM pa3BUTHUEM TeMO(DIINYECKON apTPONaTHH; TaHHAS TPaJlallvs JEKUT B OCHOBE
COBPEMEHHBIX KIIMHUYECKUX PEKOMEH 1Al M UCIIOJIb3YETCsl B HACTOAILEH paboTe s
XapaKTEPUCTHKH  KOTOpPThl  OonbHBIX PecmyOmmku  Tamkukuctan. meHHo
OTHOCUTENbHAST  PEIKOCTh  3a00JieBaHUS  JIeNlaeT  TOYHYK  OICHKY  €ro
pacnpoCTpaHEHHOCTH OCOOEHHO BAa)KHOM; KJIACCUYECKUM OPUEHTUPOM CIYKUT
npuBoaumoe A.I'. PyMmsiHiieBbIM 1 coaBT. HaOmoaeHue: «M. Eyster u coast. B 1980 T.
OTpENENIWIIA pacipocTpaHEéHHOCTh Temoduiuu A B mrarte lleHcunbBanusa kak 1
oonpHoM Ha 10 000 my>xckoro HaceneHus» [57, c. 12].

I'enernka remoduaun A. I'en ¢pakropa VIII (F8) pacnonoxken B quctaabHOM
oTJeNe JJIMHHOTO Iyedya X-XpoMocoMbl (Xq28), uMeer OOJbLIYI0 MPOTSHKEHHOCTD

(okomo 186 T.m.H.) W BKIOYaeT 26 DK30HOB, YTO OOYCIIOBIMBAET 3HAYUTEIHHOC
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MOJIEKYJIIPHOE pa3HOoOOpa3ue BBI3BIBAIONIUX 3a0o0yieBaHWEe MyTaruil. Bemymieit
OPUYUHON TSKENOW TemMopuiuu A ABISETCS OCOObIM CTPYKTYpHBIM JedekT -
uHBepcust uHTpoHa 22 reHa F8. B ocHoBomomararomieit padore D. Lakich, H.H.
Kazazian u coast. (1993), BnepBbie onucaBiieil 3TOT MEXaHU3M, OTMEUAETCs: «ITU
JTAHHBIE JOJIKHBI OBITh MOJIC3HBI JIJISI TEHETUYECKOTO TPOTHO3UPOBAHUS TeMopuInn A
NpUOIM3UTENBHO B 45% ceMeit ¢ TsoKEMbIM TeueHueM 3aboneBanus» [107]. Janubrit
BBIBOJI OBLT MOATBEPKAEH B 0030p€ MOJEKYISPHON 3THOJOTUU neduimTa paxropa
VIII S.E. Antonarakis, H.H. Kazazian u E.G. Tuddenham (1995): «<Hau6onee gacroi
u3 MyTtanuii siBnsiercs uaBepcus (axropa VIII, Ha kotopyro mpuxoautcs mouru 45%
00JBHBIX TsKENON reMopunueit A» [69]. Ilomumo nHBepcun UHTpoHa 22 (1 Ooiee
pPEAKONl MHBEPCUU WHTPOHA 1), MOJEKYJISpHBIA CIHEKTp reMopuiauu A BKIHOYAET
TOYEYHBIE MHUCCEHC- U HOHCEHC-MYyTalluu, Majble JeJelUd U BCTaBKH, OOJbIIHNE
JeNelM U MyTallMk CalTOB CIulaiicuHra. Tum MyTanuu B 3HAYUTENILHOW Mepe
OTIpeIeISIeT KaK TSDKECTh (DEHOTHUIIA, TaK U PUCK PA3BUTHUSI HHTUOUTOPOB K BBOIUMOMY
daktopy: Hambosee TDKENbIE MOJICKYJSApHbIE JeheKThl (KPYIHBIE eIy,
WHBEPCUHM, HOHCEHC-MYyTallMh) aCCOIMUPOBAHBI C TOJHBIM OTCYTCTBHUEM CHHTE3a
(dakTOopa W MOBBIINIEHHON WMMYHOT€HHOCTHIO 3aMECTUTEIBHON Tepanuu. 3HaHUE
KOHKPETHON MyTallul UMEET MpsSMOe MPAKTUYECKOE 3HAYEHUE ISl T€HETUYECKOIo
KOHCYJIbTUPOBAHUS CEMEU U BBISIBJICHUS JKCHIIIMH-HOCUTEJIHHUIL.

I'eneruka remopuauu B. I'en daxropa 1X (F9) taxke nokamuzoBaH Ha
JUIMHHOM TuIeYe X-XpoMOcoMbl (Xq27), 0IHAKO CYHIECTBEHHO MEHBIIIE 10 pa3Mepy
(oxono 34 T.aLH., 8 5K30HOB), yeM reH F8. B ormmume ot remodumamu A, mis
remopmwmmun B He XapakTepHa Kakas-muOO OJHA JAOMHUHHPYIOMIAs MYyTalus: B
MOJABJISIIONIEM OOJIBIIMHCTBE Clly4aeB 3a0ojeBaHue OOYCIOBIEHO TOYEYHBIMU
MyTalUSIMU, PEXKE - MATIBIMU U KPYTTHBIMU JienenusmMu. MexayHapoanas pedepeHcHas
0a3za manHbix F. Giannelli, P.M. Green, S.S. Sommer u coaBT. cUCTEMaTU3UPYET
CBBIIIIE IBYX THICSY 33IOKYMEHTHPOBAHHBIX BapuaHTOB TeHa F9 1 CBsI3aHHBIX ¢ HUMH
dbenotunoB [91], dYTO nemaeT MOJEKYJSIPHYIO JAHArHOCTHUKY remodunnu B,
OCHOBaHHOM MPEUMYIIIECTBEHHO Ha MIPSIMOM CEKBEHUPOBAHUH KOJIUPYIOIIUX YYACTKOB

rena. Knuanuecku remopmmus B Heornmumma ot remodmimu A, W HX
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muddepennuanus Tpebyer 71a60paTOPHOTO OTpeIeIICHUS AKTUBHOCTH
COOTBETCTBYIOIIUX (haKTOPOB.

X-cuenyieHHOe HACJeI0BAHUE W JKEeHIIUHbI-HOCUTENbHUNbI. O0a reHa
JOKaJIM30BaHbl Ha X-XpOMOCOME, YeM U OOBSCHSAETCA XapaKTepHbIA THI
HacnenoBanus. Kak popmynupyror A.I'. Pymsiaiies u coaBt., «[Tockonbky renst FVIII
u FIX pacnonoxensl Ha X-XpoOMOCOME, a TATOJOTHYECKHE (DAKTOPHI SBISIOTCS
PEIECCUBHBIM TPHU3HAKOM, TO U remodunus A, u remodpunus B - pereccuBHbie
3aboyieBaHMs, CIeTUIEHHBIE ¢ Tojgom» [57, c¢. 18]. BcmenctBue storo 0OoieroT
MPAKTUYECKHA UCKIIOUUTEIIbHO MY>KUYHHBI, UMEIOIINE €IUHCTBEHHYIO X-XPOMOCOMY,
TOT/Ia KaK J>KCHIIWHBI, OYyIy4d TeTEPO3UTOTHBIMHU HOCUTEIBHHUIIAMU MYTaHTHOTO
ajuiensa, Kak MpaBUJIO, OCTAIOTCS KJIMHUYECKH 3J0POBBIMH 3a CU€T BTOPOH,
HOpMaJIbHOM X-XxpoMocoMbl. O6o0Iaroiee onpeneaeHne 3Toro MexaHu3Ma J1aHo B
pervoHansHOM  o030pe: «l'emModpunmuss - 9310 X-CuHEIUIeHHoe 3aboseBaHueE,
XapaKTEPHU3YyIOIIeecs: OTCYTCTBUEM WM HapylIeHHWeM (YHKIIUU OINpeaeIEHHbBIX
dbakTopoB CBEPTHIBaHUA KpoBW» [25]. BMecTte ¢ TeM MpeacCTaBIeHHE O TMOITHOU
OECCUMIITOMHOCTH HOCHUTEJILHUI] B HACTOSIIEE BpeMsi mepecMoTpeHo. B kpymHoM
uccinenoBannu . Plug u coaBt. (2006) mokazano: «HocuTenbHUIBI TeMOpUIHH
KpOBOTOYAT OoJibllle, Y€M JApPyTrHe >KEHIIMHbI, OCOOCHHO TMOCJE MEIUIUHCKUX
BMematenbcTB» [126]. B pabote W. Miesbach u coast. (2011), nocBsméHHO#M cBs3U
dbeHoTHNa M TEHOTUNA Yy HOCUTEIBHUI] TeMopuinu A, yCTaHOBIIEHO, YTO <«JIaXKe
HocuTenbHUIBI ¢ akTtuBHOCThIO FVII:C, gocturaromenn 50-60%, wumeroT
MOBBIIIEHHBI pHUCK KpoBOoTeueHui» [113]. ABTOpbl HOPUBOAST KOHKPETHYIO
CTPYKTYpy  reMopparuueckux  mposiBaeHui:  «Hacrtosimiee — 0AHOLIEHTPOBOE
UCCIIEJIOBAHUE JOKYMEHTHPYET BO3HHUKHOBEHHE KPOBOTEUEHUN y 46 HOCHUTEIIHHUI]
remopuinu A, BKJIHOYas KpoBoTeueHue mocie ypaieHus 3yo6a (77%), nérkoe
oOpa3zoBaHue cuHSKOB (67%), mocneonepanroHHoe kpoBoreueHue (61%),
MeHopparuio (50%) wiu amurenbHoe nociiepoaoBoe kpoBoreueHue (43%)» [113]. Otu
JAHHbIE  TMOJYEPKUBAIOT  KIMHUYECKYH0  3HAYMMOCTh  LICJICHAIPABIECHHOIO
oOceToBaHMsI HOCUTEIBHUI], YTO OCOOCHHO aKTyaJdbHO JJIsl MOMYJISUUA C BBICOKOM

4aCcTOTON OJIM3KOPOICTBEHHBIX OPAKOB.
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OTteuecTBeHHAasA KJIaccupukanms THUIIOB KPOBOTOYHMBOCTH. B
OTEUECTBEHHOM IreMaTOJIOTUH JUIsl KITMHUYECKO nuddepeHianuy reMopparudyeckux
3a00JI€BaHUI IMPOKO NPUMEHSAETCS KiIacCu(pUKalMg THUIOB KPOBOTOYMBOCTH,
npemnoxkenHas 3.C. bapkaranom. CormacHo et s remopwmmu A u B
MaTOrHOMOHWYEH TaK Ha3bIBA€MbId T€MATOMHBIM THUI KPOBOTOYMBOCTH, KOTOPBIN
«XapakTepU3yeTCcsi TMOSBICHUEM JaXe Toclie O4YeHb HEeOONbIHNX  YIIHOOB
HaAMPsHKEHHBIX, KpaliHe 00JIe3HEHHBIX KPOBOUJIMUSIHUI B TKAHU, B TIOJIOCTH CYCTaBOB,
noj ¢pacuuy 1 arioHEBPO3bl, B 3a0PIOIIMHHOE MPOCTPAHCTBO M 00JIACTh )KUBOTA» [6].
IMeHHO TeMaTOMHBIH THN, C MpeodsialaHueM TeMapTpPo30B U TIIYOOKHX
MEXKMBIIIEYHBIX TE€MaTOM, OTJIMYAaeT TEeMO(PUIUI0O OT TNEeTEeXUATbHO-TIATHUCTOTO
(MUKPOLIMPKYJIATOPHOTO) TUIIA, CBOMCTBEHHOIO0  TpOMOOUMTONATUSIM U
TPOMOOIIUTONIEHUSIM, U CIY>KUT BaXKHBIM JTUArHOCTUYECKHMM OpPHUEHTHPOM Ha
KJIIMHAYECKOM dTare 00cie10BaHus.

AKTYaJIbHOCTh I'eHeTHYeCKOoro acmnekra aias PecnyOumku Tamkukucras.
X-CIEIJICHHBIM XapakTep Haclel0BaHUusg reMOGUINN U POJIb KCHIIUH-HOCUTEIHHUIL
NPUJAIOT TEHETUYECKOMY aCIeKTy 3a00JieBaHUsS OCOOYI0 3HAYUMOCTb B YCJIOBHSIX
PecriyOmmuku TamkukucTad, rae TPagUIIMOHHO BBICOKA JOJS OJIM3KOPOCTBEHHBIX
(koHcaHrBuHHBIX) OpakoB. Kak mokazano B kiaccuueckux padorax A.H. Bittles,
OJIM3KOPOJCTBEHHBIC OpaKu MOBBIMIAIOT YACTOTy POXKJICHHUS JIETe C ayTOCOMHO-
PEIECCUBHBIMU U X-CIETUICHHBIMU PAcCTPOMCTBaMH, a KOI(DPUIIMEHT MHOpUIUHTA
111 Opaka JABOIOPOAHBIX cuOcoB coctaBiser F = 0,0625 [74]. Macmiral siBjaeHus B
mupe 3HaumteneH: mo omeHke A.H. Bittles, «B nactosimee Bpems cBbime 1100
MUJUTMOHOB YEJIOBEK TNPOXHUBAIOT B CTpaHax, TAe¢ ONM3KOPOJCTBEHHBIC Opaku
SBJISIIOTCST  OOBIYHOM mpakTukoi» [75]. XoTs remoduius Haciemyercs mo X-
CIEIJICHHOMY MEXaHU3My U OpaKk MEXIy pPOJICTBEHHHUKaAMU HE SIBISETCA MPSIMOU
MPUYUHOM MOSBIIEHUS HOBOWM MYyTallMK, KOHCAHTBUHHOCTh CITIOCOOCTBYET HAKOIIJICHUIO
HOCUTEIBCTBA B OTHEIBHBIX CEMbSIX U POJAX, MOBBIIIAS BEPOATHOCTH POXKIICHHS
OOJBLHBIX MAJIBYNKOB OT MaTEPEH-HOCUTEIBHUIL U 3aTPY/IHSS Pa3phIB IIENU Mepeaadn

reHa.
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1.2. nuaemuosorus remopuiaun B mupe, crpanax CHI', LlenTpanbHoii A3um u
PecnyOinke TamkukucTan

ONUIEMUONIOTMYECKass XapaKTepUCTUKAa TreMO(UIMU OCTa€Tcs OAHOW U3
HamOoJiee CJIOXKHBIX 3a7a4 COBPEMEHHOM TI'€MaTOJIOTMHM, YTO OOYCIIOBJIEHO KakK
OTHOCUTEIBHOM PEKOCTHIO 3200JI€BAHMS, TAK U 3HAYUTEIbHON BapUaOEIbHOCTHIO €r0
BBISIBISIEMOCTH B CTPAHAaX C pa3HbIM YPOBHEM COIMATBLHO-IKOHOMUYECKOTO Pa3BUTHSI.
HaubGonee TouHble W OOUIENPHU3HAHHBIE COBPEMEHHBIC OIICHKUA TJIOOAIBHOU
pacnpocTpaHEHHOCTH TeMO(YWINK NOJy4YeHbl B pe()epEHCHOM METa-aHaJTUTUYECKOM
uccienoBannu A. lorio u coaBt. (2019), BBITOHEHHOM MO JaHHBIM HAITMOHAJIBHBIX
peructpoB noj arusioil Komurera no ganusiM u gemorpaduu Beemupnoit denepanmu
remouinu. CornacHo 3Tomy HccienoBanuto, «Pacnpocrpanénnocts (Ha 100 000
MyX4uH) coctaBisieT 17,1 ciaydas mis remodunumu A Bcex creneHei Tsbkectu, 6,0
ciydas s Tsokénoi remodmimu A, 3,8 ciaydas s remoduinu B Bcex crerneHei
Tsokectd U 1,1 cimyuas qist Tspkénoit remodmnu By [98, Results]. Takum o6pazom,
CyMMapHasl PpaclnpoOCTPaHEHHOCTh TeMOPWINH A Cpend Ul MY>KCKOTO TI0Jia
coctaBisier 17,1 coydas va 100 000, a remodunuu B - 3,8 ciyyas va 100 000, uto
3aMETHO MPEBBIIIAET PAHEE UCIIOJIb30BABIINECS OLICHKHU.

Oco0yto ieHHocTh padoTta A. [orio ¥ coaBT. IpeICTaBIAET O1aroapsi BBEICHUIO
MoKa3zareyis pacnpoCTPaHEHHOCTH TMPHU  POXKICHUH, OTPAKAIOIIET0 HCTHUHHYIO
TeHETHYECKYI0 Harpy3Ky B MOIMYJISIMU 0€3 MCKaXarolero BIUsHUS 0ojiee BHICOKON
CMEPTHOCTH OOJILHBIX reMoQuiIrei. ABTOpaMu YCTaHOBJICHO, 4TO
«Pacnipoctpanénnocts mipu poxxaenun (Ha 100 000 my»xuun) coctaBmusiet 24,6 ciayuas
Ut TeMoriiiK A BCeX CTETeHEH TshKecTH, 9,5 ciydas muist Tsokénon remodumu A,
5,0 ciyuas ana remodunivuu B Bcex cremeHel Tsbkectw W 1,5 cimydast s TSKEIOM
remopunu B» [98, Results]. PacxoxaeHue Mexay pacnpoCTpaHEHHOCTBIO MHpPH
poxaeHuu (24,6 va 100 000 manp4yrKoB 115 TeMopUIun A) U pacIPOCTPaHEHHOCTHIO
B obmieit momymsimuu (17,1 wa 100 000 My>X4uH) aBTOpPBHI CBSI3BIBAIOT MMEHHO C
COKpAlIEHHOM MPOJOKUTEIBHOCTRIO JKM3HM manueHToB. Ha ocHoBe 3TuX
MoKa3areyiell pacCUMTaHa U IJ00anbHas OLIEHKA YKciia 00JbHbIX: « OKHUIaeMOE YHUCIIO

OonbHBIX TeModuinei Bo BcéM Mupe coctasisiet 1 125 000, u3 koropeix 418 000
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JTOJDKHBI MMETh TkENyro reModmmmio» [98, Results]. [IpuHIMNManibHO BaKHBIM
BBIBOJIOM UCCJIEJIOBAHUSI CTAJI TE3UC O HEJAOOLIEHKE MaciiTada MmpooOJieMbl B POILIIOM:
«PacnipocTtpaH€HHOCT, TeMO(WIUM BBINIE, YEM OIEHUBAJIOCH paHee. boybHBIC
reMopuine mo-npexxHeMy UMEIOT 00Jiee HU3KYIO 0XKHIaeMYI0 TIPOJOJIKUTEIHHOCTD
xu3HU» [98, Results].

[IpuBenénnpie TII00ANBHBIC TOKA3aTEIM COTJIACYIOTCS C KJIACCHYECKUMU
MOMYJISIIIMOHHBIMHU JTAHHBIMU, TOJYYEHHBIMU B CTPaHax C Pa3BUTBIMU CHUCTEMaMU
peructpanuu. Tak, B ocHOBonoJaratomeM ucciaegopanuu J.M. Soucie u coast. (1998),
BbiltoTHEHHOM B mmectu mrarax CIIA, «Crangaptu3zoBaHHasi 1O BO3pacTy
pacrpocTpaHEHHOCTh TeMOpUINK BO BCeX IecTd ImrTaTtax B 1994 romy cocrasisia
13,4 ciyuast Ha 100 000 my»xuwms (10,5 ais remodmman A u 2,9 st B)» [137, Results],
Opu  ITOM «cpefHsis uactota remopwmmun A u B B mTarax cucTembl
AMUIEMHUOJIOTHYECKOTO Ha3opa 3a remodunueii (HSS) onenuBanace kak 1 Ha 5032
KUBOPOXKIAEHHBIX Manmbuuka» [137, Results]. CoorHomenue ¢opm 3aboeBaHUS
YCTOMYMBO BOCTIPOU3BOJUTCS B OOJIBIIMHCTBE MOMYJISAIMA: COTJIACHO KIMHUYECKUM
pekoMmeHaanusaM HanuoHanbHOro remaroioruyeckoro obmectBa, «['emodunus A
(I'A) BcTpeuaercs vanie, yem remodunus B (I'B) u cocrasnsier 80-85% ob1ero uucia
ciaydaeB» [15, c. 5], a «PacnpocTpaH€HHOCTh reMO(UIUN IO HACEJICHUIO B IEIOM
oueHuBaercs kak 1:10 000» [15, c. 5]. Hapsamy ¢ 3TuM BaXXHO YYHWTHIBATH
CYILIECTBEHHbIE PETHOHAIBbHBIC PA3TUYUS: IO JaHHBIM TJI00ATBHOrO aHamm3a M.
Mothashin u coaBt., «B EBpome cTabuiabHO perucTpupoBajach HauOOJIbIIAS
pacrpoCcTpaHEHHOCTh, HEYKJIOHHO Bo3pacTaBmas ¢ 7,14 B 2014 roxy no 9,16 B 2023
roy», Tornaa kak «B A3uu Habr01a7cs MOCTENEeHHbIN, HO yCTOWYUBBIN pocT — ¢ 1,56
B 2014 rony no 2,57 B 2023 romy» [114, Results], uro moguépkuBaeT BhIPaXKEHHYIO
HEOJHOPOJHOCTh BBISIBJISIEMOCTU 3a00JieBaHUA MO KOHTMHEeHTaMm. Emé paHee Ha
CYILIECTBEHHBI pa3dpoc mokazarened ykazanu J.S. Stonebraker m coaBT. B 0030pe
«BapUallid PETHUCTPUPYEMON PacCHpOCTPAaHEHHOCTH reMoPuianu A B MHUpPE», CBSI3aB
€ro MPeXxe BCEro C pa3IndyusiMU B opranuzanuu yuéra [140].

KiroueBbIM UCTOYHHUKOM CHUCTEMATHU3UPOBAHHBIX CTPAHOBBIX JAHHBIX O YHUCIIE

BBISIBJICHHBIX OOJBHBIX SBISETCS €XEroJHbIA rio0anbHbld  onpoc BcemupHoit
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dbeneparmu remopmnu (WFH Annual Global Survey, AGS). Kak mokazamu J.S.
Stonebraker u coaBT. B o00oOmaroIIeM aHalIW3e JBAALATHIETHErO TMEpPHOA
HaAOJIIOICHUM, YHUCIIO YYTEHHBIX MallMEHTOB HEYKIOHHO pacTér: «B 1999 romy AGS
BeisiBMT 111 203 uenmoBeka ¢ remodwineit, 6one3Hplo Bumnebpanaa u apyruMu
PEIKUMHU HACJICICTBEHHBIMU HApYLICHUSIMU CBEPTBHIBAHUS, C TE€X MOP 3TO YHUCIIO
Bo3zpociio 10 337 641 B 2018 romy» [141, Results]. Ilpu stom aBTOpBHI TpPSIMO
KOHCTAaTUPYIOT HEMOJHOTY TIJI00aIbHOrO Yu€Ta: «IO OIEHKaM, BO BCEM MUPE
BBIsIBIICHO 26% OonbHbIX» [141, Discussion]. ITo opunuansuomy oruéry WFH mo
rinobainsHOMY ompocy 2022 roxa, «Hucio BBISBICHHBIX JIUI ¢ reModuineit — 257
146» [143, c. 12], a npu 3KCTpanoisIui HAa MUPOBOE HACEIIEHUE MPUBOJUTCS OLIEHKA!
«OXKHJlaeMoe 4uciao OoybHBIX remoduiueir Bo BcéM mupe cocrasisieT 830 895, us
KOTOPBIX OKOJIO 282 266 — Tskénbie Gopmbi» [143, c. 4]. OtuéTt no raobasbHOMY
onpocy 2023 roma mnoxarBepxkaaeT poiab AGS Kak OCHOBHOTO HWHCTPYMEHTA
MOHUTOPHUHTa 00€CTICYEHHOCTH JICUEHUEM U YHCIIa 3aPETUCTPUPOBAHHBIX OOJIBHBIX, B
TOM uucie 1o pernony Bocrounoii EBpomnbl u [entpanbnoit Azuu [144]. O630pHBIe
MyOJIMKAUK MOJYEPKUBAIOT KPUTUUECKUN NUCOAIaHC B JOCTYMMHOCTH MOMOIIHU: IO
naaHeM A. Ndoumba-Mintya u coaBT., «Okomo 75% murl ¢ reMopuaueit IpoKUBaOT
B Pa3BUBAIOIMXCS CTPAHAX U HE UMEIOT JOCTyNa K PYTMHHOW MOMOIIM BCIIEJICTBUE
MHOXecTBa 6apbepoBy [115, Abstract].

B Poccuiickoii ®enepanuu, NOpeaCTaBIsAOMIed HauOolee pa3BUTYIO B
MOCTCOBETCKOM IPOCTPAHCTBE CHUCTEMY pPETrUCTpanuu OOJIbHBIX TIeMO(UIHEH,
SMUIEMUOJIOTHYECKUN YUYET OCYLIECTBISICTCS HA OCHOBE Bcepoccuiickoro perucrpa,
CO3aHHOTO TIpH ydacTuu Bceepoccmiickoit opranuzanuu remodwmmun. [lo manHbRIM
H.U. 303yns u coaBt. (2019), «Peructp 6osbHbIX Temodunuein PO na 25.10.2018
coliepkall cBeieHus 0 7433 mauMeHTtax, u3 HUX ¢ reMopuiaued A - 6525 yenoBek»
[30]. DT xe aBTOPBHI YKa3bIBAIOT Ha JOCTUTHYTHIH YPOBEHBH JIEKAPCTBEHHOIO
obecnieuenus: «B PO nmocturHyTo BhICOKOE 0OecrieueHrne KOHIIEHTpaTaMu (akTOpoB
cBépThIiBaHMs KpoBH - 8,1 ME Ha naymry nacenenus o gakropy VIII B 2018 r.» [30], a

TAKKC TIPUBOJAT OLCHKY 4YHCJIAd ITAIMCHTOB C HanoOoJiee TSHKENBIM OCJIOKHEHUEM
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3amectutenbHOoN Tepanuu: «llpumepHo y 400 marueHTOB Oblia TUAarHOCTHPOBAHA
uHruouropHas ¢popma remopunun» [30].

Cornacyronuiyecsi JaHHbIE NPUBOASTCA U B KIMHHUKO-3MHUIEMUOJIOTUUECKOM
o03ope K.M. I'puropeeBa m coaBT. (2022), rae 3a0oyieBaHHE OXapaKTEPHU30BAHO
cneayromum obpaszoM: «I'emodunus BcTpeuaercs ¢ yactoroit 7-16 cioydae Ha 100
THIC. JIETCKOTO HaCeJeHHs, pu 3ToM reMopunuio A BbeISBISIOT Y 80% OOJNBHBIX,
remopmmio B - y 19%, remodpunuio C - y 1%» [20, c. 44]. ABTOpbI yTOYHSIOT
CTPYKTYpY poccuickoro perucrpa: «B ®enepanbHblli pErucTp MALUEHTOB C
remoduiei mo coctosgHuio Ha 25.10.2018 1. OblIu BKIIOYCHBI 7433 maldeHTa C
remouineit A unu B, u3 Hux y 6525 manueHToB JUarHoCTUpoBaHa reModuiius A;
nonst neret cocraBuna 30,8%» [20, c. 44]. [IuHamuKka BO3PacTHOM CTPYKTYpbI
POCCHIICKO# KOTOPTHI MPOCIIEKEeHa B AecsaTriieTHeM uccienaopannu [1.A. BopoO6réBa u
coanT. (2018), o0CHOBaHHOM Ha aHKETUPOBAHMH: «AHKETa paszociiaHa mo mnodyre 1599
O0onpHBEIM ¢ TeMmodunuein» [11, Marepuansl m MeToabl|, MPUYEM 3a MEPUOJ
HaOmoaeHus «3a 10 et cpenuuii Bo3pacT O0JIbHBIX ¢ remoduianeit Beipoc ¢ 29,1 mo
36,1 roga» [11], YTO KOCBEHHO OTpa)KaeT yIy4YUIEHHUE BBIKUBAEMOCTU OOJIbHBIX Ha
dboHE COBpPEMEHHOW Tepanuu. AKTyalbHbIE O(QUIIMATBHBIC JTaHHBIC MOATBEPKIAIOT
POCT 4HuCla YYTEHHBIX MAMEHTOB: COTJIACHO PE3OJIFOLHUH SKCIEPTHOTO COBEIIAHUS,
«ITo nanupiM Mun3apasa Poccuu, Ha okTsa0ps 2023 r. B PO 3apeructpuponan 7381
nanueHT ¢ remodunuen A, u3 Hux 3592 - netn» [56, ¢. 196-197]. OpranuzanoHHbIe
OCHOBBI OTEYECTBEHHOM CHCTEMbl PETHCTpaluu 3ajokeHbl emé B padorax A.l.
PymsiHIIEBa W COaBT., OTMEYAaBIIMX, YTO BAXHEWIIME IJOCTHMKEHUS POCCHMCKOU
TeMOCTa3MOJIOTUH CBSI3aHBI «C OPTaHU3AIUEN NCCIIEA0BATEILCKOTO PETUCTPa OOIBHBIX
MockBsl U MockoBckoi obsactu, peructpa OodbHBIX Tremoduuueit PO,
opranuzoBaHHOro Bcepoccuiickoit opranuzamueit remoduinu (BOD)» [58, c. 11].
Hapsny c peructpoM B3pOCIbIX NAUMEHTOB HAKAIUIMBAIOTCS W IMOMYJISIHUOHHBIE
JTAaHHBIE T10 IETCKOMY HacelieHHIo: B uccienosanuu [1.A. JKapkoBa u coaBT. olleHEHA
pacrpoCTpaHEHHOCTh PEAKUX HAPYUIEHUW CBEPTHIBAHUS KPOBU CpPEAM JETEl B
Poccuiickoit  ®@epepanumn  [26]. CxomHbli 1O  3ajadyaM  JIOJATOCPOYHBIN

rocyJlapCcTBeHHbIN Ha3op peann3oBan B CIIIA, rae mporpaMma 3MUIMOHUTOPUHTA
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CDC - ot Universal Data Collection (1998-2011) no Community Counts (2011-2019)
- o0ecrieunsia CUCTEMaTHYECKHUI cOOp JaHHBIX O ManueHTax ¢ remoduiueit [133].
Onunemuonoruss remopunuu B cTpaHax LleHTpanpHONl A3uM H3yuyeHa
3HAUUTEIBHO XYK€, a MMEIoUMecs JaHHble (parMeHTapHbl U IOJTYYEHBI
MIPEUMYIIIECTBEHHO Ha OCHOBE BEJOMCTBEHHOM cTaTucTuku. Hanbosee mnomHOe
MOMYJISITUOHHO-3MUIEMUOJIOTUYECKOE HCCIEIOBAHUE B PETHOHE BBINOJIHEHO B
V36ekucrane: no ganasiM K.T. Boboev (2008), «Bcero B pecmyOmnuke 3a mepuoj c
1991 mo 2004 ron Obuo 3apeructpupoBaHo 1304 ciyudas remodpuwnnun A u B.
IToka3zarens 3a6oaeBaemocT BapsupoBai oT 0,75 o 1,46 Ha 10 000 HOBOPOXKIEHHBIX
ManbuukoBy» [77, Abstract]. Tem xe aBTOpOM paccuMTaH CpEIHUN TOKa3aTelb
4acToThl MpU poxjaeHuu: «CpeaHuid MoKa3aTelb 4YacTOThl POXKACHUS OOJIBHBIX
remodunuei A u B 3a 10-netauit nepuoxa (1991-2000) cocrabwmr 1:8735 (1,14 x 107%)
pOIMBIIMXCS MaJIbUMKOBY [77, Abstract]. B Pecniy6nuke KazaxcraH, 1o aktyaibHbIM
MaHHBIM, HAOIIOZAETCS 3HAYHUTEILHO O00Jbllee a0COIIOTHOE 4uciao OonbHBIX: «Ilo
naHHbIM MunuctepcTtBa 31apaBooxpanenuss PK, B Kazaxcrane nHa xonen 2024 rona
ObU10 3aperucTpupoBadHo 1 559 manmenTtoB ¢ remodunueit» [12], a mo cBeaeHUsM,
omyONMKOBaHHBIM B KypHaie Frontiers in Medicine, «CBexue CTaTUCTHYECKUE
nanubie 3a 2023 ron mokaseiBaioT, uto B Kazaxcrane remodwimeit crpagaror 1633
yenoBeka, cpenu Hux 533 — neru» [101, Introduction]. B Keipreizckoii Pecriybnuke
odurmanpbHoe KiuHu4Yeckoe pykoBoacTBo M3 KP (2013) 3akpermsier 0a3oBbie
AMUAEMHUOJIOTUYECKHE OPUEHTUPHI: «PacnpocTpan€éHHOCTh reMOpMINKU A COCTaBIISIET
1:10 000, remoummu B - 1:30 000-50 000 >xuteneit mykckoro moya» [22, ¢. 8]; npu
ATOM, IO JaHHBIM JHUpeKTOopa KBIPrbI3CKOr0 HAy4YHOTO LEHTpa TIeMaToJIOrMU
npodeccopa A.P. PaumxaHoBa, B peciiyOJIMKe 3apeTUCTPUPOBAHO 0K0JI0 204 GOJIBHBIX
remodunuein [54]. ComocTaBieHUE ATUX BEIUYUH JEMOHCTPUPYET, UTO AaXe B
npenenax OJHOTO PEruoHa €O CXOAHOW MOMYJISIIMOHHOW CTPYKTYpOH YpOBEHb
BBISIBIISIEMOCTH 3a00JIEBaHUSI PA3JINYAETCS B HECKOJIBKO Pa3, UTO OTPAXKAET HE CTOJBKO
WCTUHHBIE PA3JIMYMs PACIPOCTPAaHEHHOCTH, CKOJIBKO HEPABHOMEPHOCTh OPraHU3ALNT
JTUArHOCTUYECKOM M PErucTpallMoOHHOM paboThl. IlokazarenbHo, 4TO a0CONIOTHOE

YHUCJIO 3aperucTpupoBaHHbIX OonbHBIX B Kazaxcrtane (1 559-1 633 uenoBeka) mpu
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YUCJIEHHOCTU HAcCEJIEHUs, CONOCTaBUMOW M0 MOPANKY C TaKUKCKOH, KpaTHO
NpEBBIIIAECT TAKUKCKUUA peructp (773 OonbpHBIX), Torma kak B Keipreicrane,
HAIlpOTHUB, YYTEHO JHIb OKoio 204 manueHToB. I1ogoOHBIN pa3dOpoC CTpaHOBBIX
nokasaresnei B npeaenax LlenTpanbHoi A3un 3aKOHOMEPHO CTaBUT BOMPOC O MOJHOTE
BBISBJICHUSI OOJIbHBIX B  KaXJIOW U3 pecrnyOoMK W O HEOOXOAUMOCTH
YHU(UIIUPOBAHHBIX TOAX0M0B K ux peructpanuu. Cpemu apyrux crpan CHI
HamOoJiee TOJIHO SNUAEMHOJIOTHS TreMOo(UiIuu oXapakTepu3oBaHa B PecmyOnuke
benapycb, rae 3a00ieBaeMOCTh M KIMHUKO-JI1a0OpaTOpHas XapaKTepUCTUKA
remomnu y nereit 6p11M n3ydensl emé B Hadase 2000-x rogos [10], a coBpeMeHHBIE
JlAaHHBIE 00 SMMJIEMHOJIOTHU U OpPraHU3allid MEIUIMHCKON MOMOIIM O0O0OIIEeHBI B
pabote E.H. KaGaesoii (2022) [36].

[lenTpanbHOE MECTO B HACTOSIIEM 0030p€ 3aHUMAIOT SIUJIEMUOJIOTHYECKUE
nanuele 1o PecnyOnuke TamkuKuCTaH, TMOJYyYEHHbIE B E€IMHCTBEHHOM Ha
CETOHSIIHUHN JIeHb TPO(OUIEHOM UCCIIEI0OBAHUH HAIIMOHATLHOTO MaciiTaba - padorte
A.H. Myxtopzoga, H.M. MycradakynoBoit u Xakumu Myxamman ara (2024).
CornacHo 3ToMy uccienoBanuto, «B Pecriyonuke Tamkukucran Ha 2024 roxa Bcero
3aperucTpupoBaHo 773 00nbHBIX ¢ TeModuiauel B Bo3pacte oT 1-ro roaa ao 46 et u
cTapuie, ypoBeHb pacrpocTtpan€éHHocTu coctabisier 0,754 B pacuére Ha 100 ThIC.
HaceneHus (npu 9 miuH. 504 Teic. HaceneHus)» [42]. B monoBoi CTpyKType 0KuIaeMo
npeo0iafaloT Juia MyKckoro mona: «Cpeau TalUeHToB ¢ reModuimeit
peBaIUpPOBaIU  MYX4uHbl (668 uenoBek, 86,4%)» [42]. JletaibHblii aHamu3
PErHOHAIBHOIO pacupeneaeHuss OONbHBIX MMOKa3ald CIEAYIOLIYI0 KapTUHY: «paiOHBI
pecnybnukanckoro nogunHeHus: (PPII) 3anumanu rmaBeHcTBYMOMIyI0 poiib (n=251;
32,4%), XatnoHckas obnacts (n=216; 28,0%) Corautickas obnacts (n=191; 24,7%)
ropoa Hyman6e (n=100; 13,0%) HanmeHbliiee KOTu4ecTBO narueHToB Obuu u3 '6AO
(n=15)» [42]. Ctpykrypa ¢dopMm 3aboieBaHHs B TAIKUKCKON MOIMYJISIIUH
COOTBETCTBYET  OOIIEMHpPOBBIM  3akoHOMepHOCcTsM: «C  remodpumuenr "A"
3apeructpupoBano 615 uenosek (79,5%), ¢ remopunueir "B" - 158 gen. (20,4%),

cinyuyaeB remoduinu "C" He BcTpeuanochy [42].
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Cronp HU3KUA yPOBEHb 3apETUCTPUPOBAHHOW PACHpPOCTPAHEHHOCTH B
PecniyOnuke TamKuUKUCTaH CIEeMyeT pacCMaTpuBaTh B KOHTEKCTE OOIIEH MpoOIeMbl
TUMOJANArHOCTUKUA TeMO(WINK B Pa3BUBAIOIIMXCS CTpaHaxX. JTa MmpoOieMa HOCUT
CHUCTEMHBIN XapakTep: Mo JaHHbIM aHanu3a nepBbeix 10 000 nauuenTtoB BecemupHoro
peructpa Hapymenuit cBépthiBanus (WBDR) WFH, «PacnpoctpanéHHocTh
remomnu pazinudaercs B mupe: modTa 100% OGoMbHBIX JUATHOCTUPYIOTCS B CTpaHaX
C BBICOKMM YpPOBHEM ji0xojia U juiib 12% B cTpaHax ¢ 0ojee HU3KUM YpPOBHEM
noxona» [81, Background]. B kazaxcrtanckoit pabore E. Kultanova u coaBT. npsimo
YKa3aHO, YTO «MCTUHHAS PaCIPOCTPaHEHHOCTh 3a00JI€BaHMsI, BEPOSITHO, 3HAYUTEILHO
BBIIIIE BCJICJICTBUE THIOJAMATHOCTUKH, OTPAHMYEHHOTO JOCTyMa K Ja0opaTopHOM
JIMarHOCTUKE U OTCYTCTBHUS MOJHOLICHHBIX HAIMOHAJIBHBIX PETUCTPOB B PSJIE CTPAH»
[106, c. 126]. OnbIT KpymHBIX pPa3BUBAIONIMXCS CTPaH MOJATBEPKIACT MaciiTad
Hegoyu€ra: B Muauu, no nanueiM A. Kar u coaBrt., «Peructpupyemoe unciao 60JbHbBIX
remoumeit A cocrasisier 11 586, Torna kak pacu€THasi pacIpOCTPaHEHHOCTh MOXKET
coctaByaTh okojio 50 000 GompHbIX» [100], a HU3KMI TTOKA3aTeNb PETUCTPUPYEMON
PacpoOCTPaHEHHOCTH aBTOPHI OOBACHSIIOT UMEHHO HEJ0IMArHOCTUKON U HEMOJTHOTON
yu€Ta. AHAJOTUYHBIC TEHJICHIIMM PETUCTPUPYIOTCS U B JIPyTMX CTpaHax C
OorpaHM4YeHHBIMU pecypcamu - B Mpake [68], Erunte [85] u marepukoBom Kutae, rae
CUCTEMAaTHYEeCKUE O0030pbl M KOTOPTHBIE UCCIAEAOBAHUS TakXe (PUKCUPYIOT
CYLIECTBEHHBIA Pa3pbIB MEXAY PACUETHOU U 3apPETUCTPUPOBAHHOM UYHMCIEHHOCTHIO
nanueHToB [128; 135]. O606mas adpukanckuii onbit, M.B. Debela u coaBt. B
CHUCTEMATHYECKOM 0030pe TOKa3alid, YTO PACIPOCTPAHEHHOCTh «remModwmims A y
MY>X4YUH B AQpHKe» OKa3bIBaCTCS HIIKE, Y€M B PA3BUTHIX CTpPaHAX, YTO CBS3AHO
MMEHHO C CYHIIECTBEHHOW runoauarHocTukon [83]. Cxoxue MeXaHU3Mbl ONIMCAHbI U B
aHanutuyeckoM 0030pe A. Ndoumba-Mintya u coaBT., rje OTMEYaeTcs, 4YTO
MOJIABJISIONIEe OOJBITMHCTBO OOJBHBIX reMOo(pUinell B pa3BUBAIOIIMXCS CTpaHAX HE
MMEIOT JOCTYyMa K PYTUHHOW MOMOIIM B CHJIy MHOTOYMCIEHHBIX OapbepoB [115,
Abstract], a Takke B Ka3aXCTaHCKOM HCCIIEOBaHUH, TOAUEPKUBArOIIeM, 9To «bpems
00JIe3HU OCOOEHHO BBIPAXKEHO B YCIOBUSX OTPAHUUYCHHBIX PECYpPCOB, T/i€ OOJIbHBIC

4acTO CTAJIKMBAIOTCS C 3alO3JAJI0M JTMAarHOCTUKOM, HEPETYISAPHBIM JOCTYIIOM K
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KOHIIEHTpaTaM (hakTOpOB CBEPTHIBAHUS M HEXBATKOH CIICIIMATM3UPOBAHHBIX IICHTPOB
neuenus» [106, c. 126].

JIONOJIHUTENBHBIM ~ (PAKTOPOM,  CHOCOOHBIM  BIIHUSITH HAa  PEAIbHYIO
pacnpocTpaHEHHOCTh HACIIEICTBEHHBIX KoarynonaTuii B Pecniyonuke TapkuKkucTan u
compeneNbHbIX cTpaHax llenTpanpHOM A3uM, SBIsSETCS BBICOKAas dYacToTa
OJIM3KOPOJCTBEHHBIX (KOHCAaHTBUHHBIX) OpakoB. Kak mokasan B (yHIaMEHTaIbHBIX
paborax A.H. Bittles, 01u3kopoacTBeHHbIE Opaku MOBBIIMIAIOT YACTOTY POXKICHUS
JETEN ¢ ayTOCOMHO-PELIECCUBHBIMU U X-CLETNIEHHBIMU PAaCcCTPOMCTBAMH, @ MACILITA0
SBJICHUSI BECbMa 3HAUUTEJICH: «B HacTosllee Bpems cBbiiie 1100 MUTIIMOHOB YeJIOBEK
NPOKMBAIOT B CTpaHaX, I/€ OJU3KOPOACTBEHHBbIE Opaku SBISIOTCA OOBIYHOU
npakTukoi» [75]. Xots remoduiaust Haclieayercs no X-CleIIeHHOMY PElleCCUBHOMY
TUIY U €€ MaHu(ecTalus y MyK4YUH OINpPEENsIeTCs] HACIeI0BaHUEM €IMHCTBEHHOM
MYTaHTHOM XPOMOCOMBI, KOHCAHTBHHHOCTb CIIOCOOCTBYET MOJACPKAHUIO U
HAKOIUICHUIO TATOJOTMYECKUX ajuieliel B TMOMYJISIUU, MOBBIIIAET BEPOATHOCTD
POKJIEHUSI TOMO3UTOTHBIX OOJIbHBIX JIEBOYEK M 00JIEr4aeT mepenadyy HOCUTEIhCTBA B
POACTBEHHBIX JIUHUAX [74].

O60061mas npuBeAEHHBIC JaHHBIE, HEOOX0IUMO 0CO00 MOAUYEPKHYTH KIIOUEBOU
JUTSL HACTOSIIIEH TJIaBbl T€3UC. 3apEeTUCTPUPOBAHHBIN YPOBEHb PACIpPOCTPAHEHHOCTH
remodunuu B Pecniyonuke Tamkukucrtan - 0,754 cimydas Ha 100 Thic. HaceneHus [42]
- MHOTOKPAaTHO HI)KE€ COBPEMEHHBIX MUPOBBIX IOKa3zaTeliel: mo JaHHbiM A. lorio u
COABT., PaCIPOCTPaHEHHOCTH TOJIBKO reMmoduianu A nocturaet 17,1 ciyyas va 100 000
my>xuauH [98, Results], a ¢ ya€tom remodunnm B cymmapHbIii moka3aTelb eimé BhIIIe.
Jlaxxe mpu mepecuyéTe Ha OOIee HAceIeHWE W C TOMPaBKOW Ha OO0 MYXYHH
Ta/DKUKCKasi BEJIMUMHA OCTAETCSl B pa3bl HIXKE 0XKHIAEMOM, a TaKKe CYHIECTBEHHO
HIDKE mokasareneit coceqHero Ysoekucrtana (0,75-1,46 na 10 000 HOBOPOXKIEHHBIX
MaJibuukoB) [77, Abstract].

1.3. KnuHu4ecKkue 0COOEHHOCTH M OCJI0KHEHHs reMo(puaIun (¢ y4éToM JaHHBIX
no Pecnyosuke TaxxkMKuUCTAaH)

I'emodunust OTHOCUTCS K YUCITY HACIEACTBEHHBIX KOAryJIONaThil, KITMHUYECKas

KAapTUHA KOTOPBIX ONpEAENsIeTcs Ae(PUIUTOM IIa3MEHHBIX (DAKTOPOB CBEPTHIBAHUSA U
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XapaKTepUu3yeTcss yCTOWYUBBIM, Yy3HaBaeMbIM (EHOTHUIIOM TeMOpPParuyecKoro
cugapoma. CoOrjiacHO KJIaCCUYECKOMY OIpPEACNICHUI0, reMo(Quiaus MpeacTaBIseT
co00ll «HACIIEACTBEHHOE 3a00JIEBaHUE, PEUMYILIECTBEHHO JIUI[ MY>KCKOTO I0Jia, B
OCHOBE KOTOPOTO JIGKUT HapylleHHe TepBOil (a3pl CBepThIBAaHUS KPOBH,
oOycnosiaennoe aebunurom FVIIL wmu FIX wu npossisionieecs: 4YacTbIMH,
JUIUTEIbHBIMUA KPOBOTEUEHUSIMU U TemapTpozamu» [57, c. 9]. Benymum Tumnom
KPOBOTOYMBOCTHU TPHU TeMO(PUINH SIBISIETCA T€MAaTOMHBIN THII, BIIEPBBIE JETATHHO
O0XapaKTEPU30BAHHBIN OTEYECTBEHHON IKOJIOM reMocTa3noioros. [1o kimaccnueckomy
onucanuto 3. C. bapkaraHa, reMaTOMHBIA TUIT KPOBOTOUMBOCTH «XapaKTEPHU3yeETCA
MOSIBJICHUEM JIaK€ II0CJIE OY€Hb HEOONbIIMX YIIMOOB HANpPsDKEHHBIX, KpailHe
OOJIE3HEHHBIX KPOBOMBJIUSHUA B TKAaHHW, B IOJIOCTH CYCTaBOB, noja (dacuuu u
aroOHEBPO3bl, B 3a0PIOMIMHHOE MPOCTPAHCTBO U 001aCTh KUBOTa» [6]. JlelicTByrommue
KIIMHUYECKUE PEKOMEHJAUUH TMOATBEPXKAAKOT, YTO «KIMHUYECKas KapTUHA
reMoQUINM  XapaKTepU3yeTcsl TIeMaTOMHBIM  THUIIOM  KPOBOTOYMBOCTH  C
npeo0IalaHieM KPOBOUBJIMSIHUN B KPYMHBIE CYCTaBbl, MBIIIIB W BHYTPCHHHE
opranb» [14, paszmen «KinHMueckas KapTMHa»]|, a «OCHOBHOE IPOSIBIICHHE
reMoQuINk - KPOBOTCUEHHUS U KPOBOMBIIMSHUSA, BO3HUKAIOIINE CIIOHTAHHO WIH
BCIIe/ICTBUE TpaBMbI» [16, pasaen «Knuaudeckas kaptuna»]. TsxecTts (peHoTHIA
HaIpsSMYIO 3aBUCUT OT OCTATOYHOM aKTUBHOCTHU JepuuuTHOro akropa: «Okoiso 60-
70% Bcex MUArHOCTUPOBAHHBIX CIy4aeB TeMO(PWIMH COCTABIISIIOT TSDKENbIE (HOPMBI
3a00sieBaHus, M1 KOTOPBIX XapaKTEPHbI CHOHTAHHBIE T€MOPPATWYECKUE SIU30IbI
(IpeuMyIIeCTBEHHO TeMapTpo3bl M TeMaTOMbl MSTKUX TKaHEHW pa3IUyHbIX
nokanuzanuid)» [16, c. 6]. IMEHHO Ha KOTOPTY C TSKEIBIM TEUEHUEM MPUXOIAUTCS
OCHOBHOM TIpy3 OCJIO)KHEHUH, YTO ONpENesieT MPUOPUTETHI KIMHUYECKOIO
HaOJIIOACHUS U 3aMECTUTENbHOMN Tepanuu. COBpeMEHHbIE KIIMHUYECKUE OCOOEHHOCTH
reMomIMKM Ha TEKyIleM 3Tare MmoApoOHO oxapakrepu3zoBanbl M.S. JlexsieBbiM u
coaBT. [38]. OtmenbHOro BHUMaHHS TpeOyeT mnpuoOpeTéHHas remopmius A -
OTHelbHAsT HO30JIoTHYecKass (opma ¢ COOCTBEHHBIMU KIMHHKO-JIA00PaTOPHBIMU
OCOOCHHOCTSIMU M QJITOPUTMOM JHArHOCTUKU [63]. AKTyajabHble MPOOIEMBI

JUArHOCTMKM MW BCJACHHA ITalMCHTOB C OpCI)aHHBIMI/I 3360J’ICB&HI/I$IMI/I, BKJIFO49asd
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reMoprInio, PEryysipHO OOCYX HAIOTCS Ha NPOMUIBHBIX HAYYHO-TIPAKTHYECKUX
KOH(epeHusx [66].

I'emapTpo3bl - KPOBOUZIHUSHUS B MOJOCTh CYCTaBa - SIBJISIIOTCS CAMbIM YaCThIM
MPOSIBJICHUEM M OJHOBPEMEHHO CaMbIM YacThIM OCJOXKHeHHeM remoduauu. [lo
JAHHBIM ~ MEXIyHApOJHOW JIMTEPATyphl, «HAWOOJIEE YacCThIM KJIMHUYECKUM
MPOSIBIICHHEM TeMO(GUINH SIBISIETCS BHYTPUCYCTaBHOE KPOBOTEUYEHHE (FeMapTpO3)»
[131, p. 6], npuuém «remapTpo3 SBISIETCS HanboJiee YaCThIM TUIIOM KPOBOTEUYEHHS Y
JUL ¢ TSDKENTOM reMouineil, cocTaBisisi OOJIBIIMHCTBO 3IMHU30/10B KPOBOTEUEHUI»
[138, Chapter 10]. KonmmdecTBeHHass OIlEHKAa JOJIM CYCTaBHBIX KPOBOTEYCHHH B
CTPYKTYp€ T€MOPpParnyecKoro CHHApoMa Becbma Boicoka: «boiee 90% Bcex ann3010B
KPOBOTE€UEHHUM TMpPOUCXOmIT B cycraBax, U 80% W3 HHUX — TIeMapTpO3bl
TOJICHOCTOITHBIX, KOJICHHBIX M JIOKTEBBIX cycTaBoB» [134, p. 381]. OreuecTBeHHBIE
MCTOYHUKHU TIPUBOAAT OJM3KHe mokazarenu: «KpoBOU3IUSHUS B CYyCTaBbl SIBISIOTCS
TUNMUYHBIM, HanOosiee dacteiM (70-80%) mposiBnennem remodummm» [62, c. 14], a
«Hanboyiee 4acTO CIOHTAHHBIE U TPAaBMATHUYECKUE KPOBOWBIUSHUS MPOSIBISIOTCS
remaptpo3amu (70-80% cnydaeB), 4yacTo oOpa3yrOTCs MOJKOXKHBbIE TemaTombl (10-
20%)» [40, c. 13]. XapakTepHa u Tonorpadus mopakeHus: «Yaiie BCero mopaxarTcs
KosieHHbIe (44%), nokteBblie (25%) u roneHocronueie (15%) cycraBb» [62, c. 14];
CXOJHOE€ pacrpejesieHue NpUBOAUT U apyroit aBTop: «Haubonee yacto reMapTpo3bl
BO3HHUKAIOT B KOJECHHBIX (45% ciy4aeB), mokTeBbiX (30%) u ronenocromubix (10%)
cycraBax. [lnedeBbie U Ta300€/IpeHHBIE CYCTaBbl MOPAXKAIOTCS 3HAYUTEIBHO pexke (B
2-3% ciygaeB)» [40, c. 13]. [loBTOpHBIE KPOBOMBIUSHUS B OJUH M TOT K€ CYCTaB
NPUBOAAT K (OPMUPOBAHUIO TaK HA3BIBAEMOTO TapreTHOTO (IIENIEBOT0) CyCTaBa.
CoracHO  MEXAYHApOJHOMY PYKOBOJACTBY, «II€JI€BOM (TapreTHbI) CycCTaB
ONpPEAEACTCS KaK CyCTaB, B KOTOPOM 3a MOCJIEAOBATEIbHBIN 6-MECSYHBIN MEPHUO]
MIPOM3O0IILIO TPU WK 00JIee CIIOHTAHHBIX KpoBoM3IusiHUs» [138, p. 98]; B OTaeabHBIX
HMCTOYHUKAX UCIOJB3YETCS MOPOT B UETHIPE 3MU30/a: «IIeJIEBOM (TapreTHhIN) cycTaB
OTIpeJIeNISIeTCs] KaK CyCTaB, B KOTOPOM KPOBOTEUEHHUE MPOU3OIILIO YEThIpe Win Ooliee
pa3 B TeueHue 6-mecsiuHoro nepuona» [134, p. 382]. KnroueBbIM A0Ka3aTEIbCTBOM

TOr'o, 4T0 CBOCBPCMCHHAA HpO(l)I/IJ'IaKTI/IKa npeaoTBpamacT CyCTaBHbIC NCXOAbI, CTAJIO
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pangoMu3upoBanHoe uccienoBanue Joint Outcome Study: «y 93% MalbuuKOB B
rpynne npopuiaakTuku Uy 55% B Tpynmne SMNU30IMYECKON Tepanmuu CTPYKTypa
MHJIEKCHBIX cycTaBoB 10 gaHHbIM MPT Obina HopmansHol (P=0,0060)» [111, p. 535],
IIPU 3TOM «OTHOCHUTENBHBIN pUCK BbIsBIsieMoro no MPT mnopaxkeHus cycTaBoB B
IpyIIe 3MU30UUecKoil Tepanuu coctaBui 6,1 (95% AN 1,5-24,4)» [111, p. 541].
CoOOTBETCTBEHHO, HAlMOHAIbHBIE PEKOMEHAALMH IMOAYEPKHUBAIOT, YTO «B OCHOBE
PO HIIAKTUKYA PA3BUTHUS XPOHUUYECKON apTpONaTHH - aJIeKBaTHAs U CBOEBPEMEHHAs
3aMECTHUTEJIbHAs Tepamnus KOHIIEHTpaTaMu (hakTOpOB CBEPThIBaHUA KpoBW» [23, c. 30].

Cucremarnueckoe MOBPEXKJICHNE cycraBa KpPOBBIO 3aIyCKaeT
MAaTOT€HETUYECKYIO0 1EMb, KOTOpas MPUBOAUT K (HOPMHUPOBAHHUIO TeMOPUINYECKOM
apTponaTh - TSKENOr0 MHBAIMAM3UPYIOIIET0 ociiokHeHus. Ilarorenernueckoi
OCHOBOHM CIIY)KUT «MOpOYHbIH Kpyr», omnucanubii E. C. Rodriguez-Merchéan:
«PeuuauBupyronme reMapTpo3bl MPUBOIAT K MOPOYHOMY KPYTY ,,KPOBOTEUEHUE —
CUHOBUT — KPOBOTE€UECHHUE™, KOTOPBIA B KOHEUHOM UTOT€ 3aBEPIIACTCS pa3pyLICHUEM
xpsama u remopunudeckoil aprponatuei» [131, p. 7]. Mexanusm mNOBpEXICHUS
packpeiBaeTcsi Oosiee netanbHO: «KpoBb B MOJIOCTHM CycTaBa 3alyCKaeT KacKaj
BOCHAJIMTENIbHBIX W JIET€HEPATUBHBIX W3MEHEHUH, 3aTParuBarIUX CHHOBHAJIBHYIO
000s0uKy ¥ xpsu [142, p. 1896], B pe3ynbTaTe 4ero «apTpoIaTus sSBISETCS YaCThIM
U CEpbE3HBIM  OCJOKHEHHEM  TOBTOPHBIX  CYCTaBHBIX  KpPOBOTEUECHHUH U
XxapakTepusyercss Ooinbto, nedopmaruedt u uHBaNMAM3anuei» [142, p. 1895].
OTeyecTBEHHBIE HCCIIEIOBATENM IPOCICKUBAIOT Ty K€ MOCIEI0BATEIbHOCTD:
«IToBTOpHBIE KPOBOMBIHUSHUS PUBOAAT K Mpoindepaliiy CHHOBHAIbHOM 000JI0UKH U
XPOHUYECKOMY CHHOBUTY» [49, c. 131], a «mporpeccupoBaHue mpouecca BEIET K
JNECTPYKIIUU XPsIia U CyOXOHIpaTbHOM KOCTH ¢ (hOpMUpPOBaHKUEM apTponaTum» [49, c.
131]. OtnenbHO MOAUEPKUBAETCS POJb TeMOCHUAEpHUHA: «B OCHOBE XPOHHUYECKOTO
Mpolecca JISKUT TEMOCUIACPUH-UHIYLUUPOBAHHOE OKCHUJATUBHOE BOCHAJIECHUE
CHHOBHAJIbHOW 00oJouku» [7, paszgen «O030p mutepaTypsd»]. HacToTa BOBICUEHUs
CYyCTaBOB UpE3BbIYalHO BBICOKA - «IOpPaKEHHWE CYCTaBOB TMpU TeMOPUINU
HaOmoaaercs y 80-95% OGonbubIx» [7, pazaen «O030p AUTepaTypb»|, a IO JaHHBIM

queBOﬁ AUArHOCTUKHU «IMOPAKCHUC CYCTABOB HHIKHHX KOHCUYHOCTEH BBISBJICHO y
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87,8% obOcnenoBaHHbIX mareHToBy» [61, c. 91]. JInsd KOJWYECTBEHHOW OIICHKH
COCTOSIHUSI CYCTaBOB mUpoko npumensiercs mkana HJHS (Hemophilia Joint Health
Score), BaMIHOCTh KOTOPOM MOATBEPKJECHA MEXKIyHApPOJHOM HCCIEI0BATEIbCKON
rpynmnoii: «lloBTopHBII TemapTpo3 mnpu reMOGUIUU BbBI3BIBAET apTPOMATHIO C
nocjeAyNMMUA 00bI0 U HapylieHueMm (QpyHkuum» [86, p. 223], npu 3TOM «IIIKaja
HJHS oxkazanace 6osiee 4yBCTBUTEIBHOW K JIETKMM CYCTaBHBIM HAPYIICHHUSIM, YeM
mkana ¢usnKagbHOro odcienoBanus BecemupHoit denepannu remodunun» [86, p.
228]. CTpyKTypHblE HM3MEHEHHsI NpPU APTPONATUHA BEPUPHUIUPYIOTCS METOJAMHU
naydeBor nuarHocTHKU: «Ilo mamapiM MPT BhISIBISUTHCH CyOXOHApAIbHBIE KHUCTHI,
APO3UU CYCTaBHBIX TMOBEPXHOCTEH M TUNEPTpOdUs CUHOBUAIBHON OOOJIOUKH C
OTJIO)KEHUEM remocujaepuHa» [61, c. 93]. B TepmMuHaIBbHON CTaauU €IUHCTBEHHBIM
3G ()EKTUBHBIM METOJOM JIEYEHHUSI CTAHOBUTCS OPTONEAMYECKOE BMEHIATEIbCTBO:
«IHAONPOTE3UPOBAHUE SIBISIETCS €IUHCTBEHHBIM 3((PEKTUBHBIM METOJIOM JICUEHUS
TEPMHUHAIBHOM CTaMK reMopuiIndeckon aprpomatum» [33, c. 70-74]. O6o0maronuii
B3TJISi]] HAa TATO(PU3HMOJIOTHIO, OICHKY W BEJICHHUE CYCTAaBHOW TMATOJOTUU TIPH
remodunuu npeactasieH B o03ope K. Knobe u E. Berntorp, rne remodunuyeckas
apTporaTusi paccMaTpUBACTCS KaK «reMOpUIIs U MOpakKeHUEe CyCTaBOBY» C MO3ULIUM
MaToreHe3a, OleHKH W MeHemkmeHTa [104]. JleTtanpHas XapaKTepUCTHUKA CIEKTpa
BHYTPUCYCTAaBHBIX HW3MEHEHUM TMpPU TEeMOPUIMYECKOW apTpoONaThUM IO JaHHBIM
MarHUTHO-pE30HaHCHOM ToMorpaduu npusenena B.J[. 3aBagoBckoii u coaBt. [28].
Hapsany ¢ cycraBHbIMM, 3HAUUMYIO0 JOJIIO OCJIOKHEHHH COCTaBISIOT
KPOBOM3IUSHUS B MATKHE TKAaHU M MBI, & TAKXKE UX CICIMUPUICCKUNA UCXOT -
reMopriiMuecKkre  TCeBIOOMyXoiu. KiMHWYecKue MpOSBICHUS  3aBHUCIT  OT
JIOKanu3auu KpoBou3inusiHus: « CuMIToMaTuKa 3a00JIeBaHUS MOXKET pPas3jinyaThbCsi B
3aBUCUMOCTH OT aHATOMUYECKOW 30HBI, B KOTOPOM Pa3BUIOCH KPOBOUBIUSHUE, U
MPOSIBIISATHCS APTPO30M IIPU MOPAKEHUH CYCTaBa, KOHTPAKTYPOU MIIEMHUYECKOTO TUIIA
Y HEUPOIIATHEN ITPU NMOPAKEHNH MATKUX TKAHEH, a TAK)KE PAa3BUTUEM IICEBIOOITYXO0JIEN
IIPU TEeMOPpPArusix B Mapa- WM WHTpaoccalibHbie obmactu» [32, c. 81]. Maimeunsie
reMaTOMbl ONACHbl CBOMMH OCJOXXKHEHUSIMHU: «MBIIIEUHbIE TE€MaTOMBbl MOTYT

IIPUBOJUTH K KOMIIAPTMEHT-CUHIPOMaM, IIape3aM HEPBOB, A ITPU OTCYTCTBUU JICUCHUS
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— K pa3BUTHIO IIceBaoomyxoiei» [129, p. 123]. [IceBgooryxoib npeacTaBiseT codoi
peakoe, HO KpailHe Tskénoe ocnoxkHeHue: «l'eModunuyeckas MNCEBAOONYXO0b
SBJISIETCS PEJKUM, HO CEPbE3HBIM OCIOKHEHUEM reMo(uinm, BcTpevaromumes y 1—
2% OO0NBHBIX C TSKENBIM TedeHueM 3abosieBanus» [129, p. 121]. OreuecTBeHHBIE
JTAHHBIE MOATBEPXKIAIOT 3Ty 4acTtoTy: «l'eModuiuyeckue TCEBIOOIMTYXOIH
BCTpevaroTcss B 1-2% ciaydaeB U TPEACTABISAIOT COOOW WMHKAICYJIWPOBAaHHBIC
KpoBomznusHus»  [62, c¢. 14]. Ilo onpenenenuto HMMUIL remarosoruu,
«TICEBJIOOMYXOJM SBISIOTCS PEIKUM M OJHUM W3 CaMBIX TSKEIBIX OCIIOXKHEHUM
reMopwinKM, KOTOpBIE pPA3BHBAIOTCA TMPU OTCYTCTBHM WM HEJOCTATOYHOU
3¢ (HEeKTUBHOCTU reMocTaTudeckoil tepanun» [32, c. 84]. Xupypruueckoe JedeHHe
TMICEB/IOOMYXOJIEH COMPSIKEHO C BHICOKUM PUCKOM: «DKCTUpHAIUs reMO(PUINIeCKUX
MICEBJIOONYXOJEH  YacTO  COIMPOBOXKIAETCS  OOJIBIION  TepHOoINepaluoOHHOM
KpoBoriotepen» [18, paszmen «BBeneHuwe»]|, B CBA3M C YEM «JJIs1 3HAYUTEIBHOTO
YMEHBIIICHUSI TEPUONEPAIIMOHHON KpOBOMOTEpPU U pa3Mepa reMoPUIn4ecKon
TICEB/IOOITYXOJIM  BBITIOJIHACTCS DHJIOBACKYJISIpHAs HMOOJM3AIMs MHUTAIONUX €€
aprepuid» [ 18, pazgen «Metoasi»]|. ClH0KHOCTh TAKUX BMENIATEIBCTB WILTIOCTPUPYIOT
KJIIMHAYECKHE HaOoneHust HaydyHol mkoiasl HMMUL remaronoruu: onucan cirydai
XUPYPrUYECKOrO0  JICUEHHUS]  TUTAHTCKUX  IICEBIOONMYXOJEH  MHOMXKECTBEHHOMN
JIOKaJIM3aluy y narueHTa ¢ tHruoutopuo popmoit remopunuu A [34]. Koneunbim
ATAllOM OPTONEAUYECKOM TOMOIIM OCTa€Tcsl SHIONPOTE3UPOBAHHE KPYITHBIX
CYCTaBOB, OMNBIT KOTOPOTO OINKCAaH, B TOM YHUCJIE y KEHIIUH C TKENONU (opmoii
remopmwmmu A [35]; I CHIDKEHHS TIEPHOIEPAIMOHHOW KPOBOIOTEPH TIPH
OHIOMPOTE3UPOBAHNH KOJIEHHOTO CyCTaBa y MAIlUEHTOB ¢ TeMO(PMIHEH A TPUMEHSIOT
TPAHEKCaMOBYIO KHCIIOTY [S1].

Buyrtpuuepennbsie kpoBousnusHus (BUK) oTHocsTcs k Hambosiee T'pO3HBIM,
KUZHEYTpOXKAIOIUM  OCclokHEHUsiM  remModunuu.  CoriacHo  KIIMHUYECKUM
PEKOMEHAIUSAM, «K KU3HEYTPOKAIOIINM BUaM KPOBOTCUCHUM/KPOBOUIHSIHUIN TIPH
reMoInM OTHOCSTCS: KPOBOM3ZIUSHUSA B IICHTPAJbHYIO HEPBHYIO CHCTEMY,
JKETyI0YHO-KUIIICUYHbIA TpaKT, 00JacTh IIEU W TOpJia, a TaKXke 3a0pIOUIMHHBIC

rematoMbl» [16, paznen «Knuauueckas kapTuHa» |. HacTOpoKEHHOCTh B OTHOILIEHUH
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BUK nomkHa ObITh MaKCUMaIbHOM: «JIf00ast depermHo-Mo3roBasi TpaBMa y 00JIBHOTO
remoduiivei, naxe O0€3 SBHBIX BHEIIHMX MPU3HAKOB, MOXET BECTH K Pa3BUTHUIO
BHYTPUUYEPEITHOTO KPOBOMBJIMSHUSA W JIOJKHA PACIICHUBATHCS KaK MOTEHIMAIBLHO
omacHasi sl Ku3HW» [23, c. 24]. DNuaeMHUOJIOTHYECKUE JaHHBbIE MOATBEPKIAIOT
KIIMHUYECKYI0 3HAYMMOCTh 3TOI'0 OCJIOKHEHHS: « BHyTpudepenHbie KPOBOU3IUSHUS
(BUK) Bctpeuatotcs y 1,7-11,7% nereér ¢ remodunmeit» [39, c. 49], npuuém B
HEOHATaJIbHOM NEPUOJIE KBHYTPUUEPENTHOE KPOBOUBIIUSIHUE B HEOHATAIILHOM MEPHO/IE
nopaxaet 3,5-4,0% Bcex mMaibunkoB ¢ remoduianeit puck, kotopsiii B 40—80 pa3
BBIIIIE, YeM B o01Ieit momymsinum» [109, p. 378], a «BHyTprUUepermHOe KPOBOUBIUSIHNAC
BcTpeuaercss 'y 3-10% OonbHBIX TemModuivel, TMONMydYalluX Je4eHue ,,I0
tpedoBanuo“» [109, p. 379]. Ocobyto omacHocts BUK npenctaBisitoT BclieICTBUE
BBICOKOM JeTanbHOCTU: «BHyTpHUuepenHble KPOBOU3IUSHUSA CIYXKaT MPUYUHON [0
40% cnyuyaeB cmepTH OoJsibHBIX Temoduuuei» [39, c. 52]. dakropsr pucka BUK
BKJIFOYAIOT Kak WHTHOUTOpHYIO (opMy, Tak ¥ KOMOPOWIHBIE WH(EKIINU:
«lonomuurensupiMu  akTopamu pucka pasutus BUK saBisitoTcss MHrHOMTOpHAs
dbopma 3aboneBanusi, Hanuuue renatutoB B u C, BUU-undexuun» [39, c. 49], uto
COTJIacyeTCs C HAOMIOACHUEM, YTO «PUCK BHYTPUUEPEITHOTO KPOBOUBIHUSHUS BBIIIIC Y
OonbHBIX ¢ uHrHOUTOpamu» [109, p. 381].

Nurubutopnas ¢opma remodwinu - o00pa3oBaHUE HEUTPATU3YIOIIHUX
AJUTOAHTHUTEI K BBOJUMOMY (aKTOPY CBEPTHIBAHUSA - MPU3HAETCS HAanboJee TAKETBIM
OCIIO)KHEHHEM 3aMEeCTUTENbHOM Tepanuu. Kak KOHCTAaTUPYIOT KIMHUYECKHE
PEKOMEHAINH, «TIOSIBJICHUE UHTUOUTOpA K (PaKTOPy CBEPTHIBAHMS KPOBU CUHTACTCS
CaMBIM TSDKETBIM OCJIOKHEHUEM 3aMECTUTEIHLHOUN Tepanuu reModunun» |14, pazaen
«OCO)KHEHUS» |; aHAJOTMYHYIO OIEHKY JaéT MEXJAyHapojHas JuTepaTrypa:
«Pa3Butne amnoanturen, uHruoOupyromux ¢akrop VIII, sBasercs Haubosee
3HAYMMBIM OCJIOKHEHHEM 3aMecTuTenbHON Tepanuu daktopom VIIID» [102, p. 11].
DNuaEeMUOIOTHSI THTHOUTOPOB 3aBUCHUT OT TSKECTH 3a0osieBanus: «[Ipubnmm3utenpHO
y 5—7% 601bHBIX reMoIIHei A UMEIOTCS HHTHOUTOPHBIC aHTHUTENA, OHAKO 3Ta JI0JIS
BO3pacTaeT NpuOIu3UTENbHO 0 13% y GOJIBbHBIX C TSHKEIBIM TeYEHUEM 3a00JI€BAHUS»

[108, p. 10]; mo OTe4YeCTBEHHBIM JaHHBIM «HUHTCHOUTOPBI MpU TreMopuianuu A
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Bo3HUKAIOT Y 20-30% maruentoBy [65, ¢. 134]. [losBneHne nHruOUTOpa KapAuHAIHLHO
MeHsieT MporHo3: «llosiBneHne WHruOUTOpa 3HAYUTENBHO YXYIUIAET HPOTrHO3,
MOCKOJIbKY CTaHJapTHas 3aMECTUTEIIbHAS TEPANHsI CTAHOBUTCS HE3(DPEeKTUBHOW» [65,
c. 134]. Cpenu (pakTopoB pHCKa BBIAEISAIOT KaK T€HETUYECKHUE, TaK U CPEIOBBIE:
«HauboJsiee CuIbHBIM IETEPMUHAHTOM PA3BUTHSI UHTUOUTOPOB SIBJISIETCS TUI MyTallUH
B rere paxropa VIID» [108, p. 11], a «cemelinblii aHaMHE3 THTHOUTOPOB OBLIT CBSA3AH C
OTHOCHUTEIIHBIM PHUCKOM pa3BuTHs uHruoutopos 3,2 (95% AU 2,1-4,9)» [70,
Abstract]. Tun KoHIIEHTpaTa TakKe MMEET 3HA4Y€HHWE: MO JAaHHBIM HCCIIEIOBAHUS
SIPPET, «xymynsTHBHasT 4acTOoTa BCEX HMHTHOMTOpPOB coctaBuia 26,8% mpu
npumeHenun (axropa VIII, momyuennoro w3 masmel, u 44,5% npu NpUMEHEHUH
pekomOunanTHOTO (hakTopa VIII» [123, p. 2054], a koroptHOoe uccienoBanue RODIN
MoKa3ajgo, 4YTO «UHTHOMTOpHBIE aHTUTena pa3Buiuch y 177 w3z 574 nereit
(xymynsatuBHas yactota 32,4%)» [93, p. 231]. it KynupoBaHusi KPOBOTEUECHUM MpU
WHTUOUTOPHOU (hOpME TPUMEHSIOTCS IIIYHTUPYIOIIHNE TIpemapathl: « /{1 KynmupoBaHust
KPOBOTCUCHUI Yy TAIIMEHTOB C WHTUOMTOPAMU TNPUMEHSIOTCA IIYHTHUPYIOIINE
npenapatbl - aKTUBUPOBaHHbIM  mpoTpoMOMHOBBIA  Komruiekc (AMKK) wu
pexoMOuHaHTHBIN akTuBUpoBaHHBIN pakTop VII (rFVIIa)» [65, c. 135].

VYBenuyeHue npooJKUTEIBHOCTH JKU3HU OOJIbHBIX reMouiueil MpuBenIo K
POCTY 3HAaUYMMOCTH KOMOPOMAHOM MATOJIOTHUH, B TIEPBYIO OUepelb TPAHCMHUCCHUBHBIX
uH(DEeKIMA U BO3PaACT-aCCOLMUPOBAHHBIX 3aboneBaHuil. Mcropuuecku Bemyiiein
npuunHoi cMeptu Obuia BUY-undekius: B KpynmHOM KOTOPTHOM HCCIIEAOBAHHUU
«65% ciyuaeB cmepTt ObUTH cBsizaHbl ¢ BUU» [136, p. 437], a «moMoIIs B LIEHTpPE
JedeHus] TeMopuiInK OblIa CBSI3aHA CO CHMIKEHHBIM PUCKOM CMEPTU (OTHOIICHHE
gactoT 0,6)» [136, p. 440]. Bricokoii octaércst u yactora BupycHoro remnaruta C: B
oTeuecTBEHHOM Koropte «y 90% O0JIbHBIX BBISBJICHBI aHTUTEINA K BUpYCY renatuta C,
y 3 6onbHbIx - BUY-undexmus» [33, c¢. 70-74], a B peruoHajILHOM HCCJICAOBaHUU
«XpoHu4eckuil BupycHslii renatut C BoLsiBieH y 43,1%, runepTonndeckast 00JI€3Hb -
y 27,9% 60apHBIX» [5, c. 374-385]. Tlo Mepe cTapeHus: KOTOPTHI MEHSIETCSI CTPYKTYpa
COMMyTCTBYIOWIEH maronoruu: «Oxugaemas MNpOAOKUTENBHOCTh JKU3HU JIUI[ C

reMo(uINeil B HACTOSIIEE BpeMs MPUOTMKAETCA K TaKOBOW B OOIIEH MY>KCKOU
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nonyssauun» [112, p. 5256], u moToMy «BO3pacT-aCCOIIMMPOBAHHBIE COMYTCTBYIOIINE
3a00JeBaHMs, TaKUE KaK CEPACYHO-COCYIUCThIE OOJIE3HU U pak, MpUOOpETaroT BCE
OoJiblIee 3HAUEHUE B JIOMOJHEHUE K CIEHU(PUUECKUM IJisi reMo(uiIuu mnpodieMam,
TaKUM KaK apTpornaTusi, XpoHu4eckas 00J1b U TeMOTPaHCMUCCUBHBIE HHpeKnn» [112,
p. 5257]. DTOT cHBUT TOATBEPKIAlOT U Jpyrue aBTopbl: «lloxuible numa c
remoriineir Bc€ dHaiie CTpaaarT BO3PACT-aCCOIMUPOBAHHBIMU COMYTCTBYIOIIUMHU
3a00JIeBaHUSIMHU, BKIIIOYas CEPACUYHO-COCYIUCThIe Oone3Hu u pak» [90, p. 524].
Nannple HupepnmaHICKOro KOTOpPTHOTO wucciienoBanus cMepTHoctd (2001-2018)
MOKa3aJld, 4YTO «OXHUAaeMash TMPOJOJKUTEIBHOCTh KU3HHU JHI[ C TeMO(pUIHeH
NpUONIU3UIACh K TaKOBOW B OOIIEH MYXKCKOM MOMYJSIMUA, OAHAKO OCTagTcs Oosee
HU3KOM y OOJBHBIX € TsOKENMOM remoduiuein» [96]. Bmecte ¢ TeM Bo3pactaHue
CpellHero Bo3pacTa OOJIbHBIX BBIBOJAMT Ha IMEPBBIM IJIaH U MPoOJieMy XPOHUYECKON
00JM W  TMCHUXOAMOIMOHANBHBIX  PAaCCTPOMCTB: MO  JaHHbIM  1l-;metHero
CkaHanHABCKOTO peructpa, oxBarupimiero 6omnee 3000 G0IBHBIX, OTMEYEHO «BBICOKOE
notpebnerre  00e300IMBAIONMINX, AHTHUACTIPECCAHTOB U MPOTUBOTPEBOKHBIX
npenapatoB npu remoduiaum» [139]. Macmtab OpemeHu 3a0o0jieBaHUSI UMEHHO B
pPa3BUBAIOLIMXCSA  CTpaHax ObUI  BOEPBbIE HM3MEPEH B MEXIYyHApOJIHOM
snuaeMuoaorndeckoM ucciaegoanuu HAEMOcare [95] koToporo o0coOGeHHO
peneBaHTHBI s PecyOnuku TamkukucTaH.

Knunnueckne ocobGennoctn remodmwinu B Pecnybnuke Tamkuxkuctan
ONPENENSIIOTCA  Kak  OOIMMU  3aKOHOMEpPHOCTSIMH  3a0ojieBaHusl, TaKk U
cnenupUIeCKUMI PeTHOHATBHBIMUA (PAKTOpAMH, CPEIU KOTOPHIX BEAyIee 3HAUYCHUE
UMeeT >Kapkuil cyxoi knuMmar. [lo maHHBIM MPOGUIBLHOTO HCCIeqOoBaHUS Kadeapsl
BHyTpeHHUX OosiesHed Ne 3 TITMVY um. AOyanu uOuu CuHO, «KapKui KIUMAT
AaBysieTcs (PaKTOPOM PHUCKA Pa3BUTHUS OCIOKHEHHUH, 4acTOTa KOTOPHIX BO3PACTAET C
YBEIIMUYEHUEM TSKECTH COCTOSIHUS Tmaronorum» [42, paszpen «Pe3ynbraThin].
ConpsokénHas myOnMKamusi TOro K€ aBTOPCKOTO  KOJUIEKTHBA — 0000IIaer
pacnpocTpaHEHHOCTh, (PAKTOPHI PHUCKA, OCHOBHBIE KIMHUYECKHUE MPOSIBICHUS MU
BEIyIIIHE OCIOXKHEHUS reMO(pUINN Ha COBpeMEeHHOM dTarne [41]. M3ydyenne ce30HHOU

JUHAMHKH BBIABHIIO OT‘-IéTJII/IBYIO 3aBUCUMOCTb CTPYKTYPhbI OCJIO’KHEHUM OT
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TeMIIepaTypHOTO pexuMma: «V3ydeHue CTPYKTyphl OCIOXHEHHH TeMOQUIHH
nokasasno, uro remoaptpossl (79,0% u 17,0%), rematoma msarkux Tkaneu (77,0% u
15,0%) u cnontanusie kpoBoteueHnus (67,0% u 15,0%) saBasiMch caMbIMU 4acTbIMU
OCIIO)KHEHHSIMU B JKapKHUM MEepUo/ Tojia 0 OTHOIICHHUIO K XOJIOHOMY MEepUOy roja,
TOTJ1a KaK CyOKOHBIOHKTUBaJIbHBIE KpoBou3nusHus (37,0% u 7,0%), BHyTpruuepenHbie
kpoBomznmusiHua  (23,0% wu  3,0)» [42, pasmen «Pesynbrarei»y]. IlomydueHHoe
pacrpeeseHue XOPOIIO COIVIACYETCs] ¢ MHUPOBBIMM JAHHBIMU O JIOMHHUPOBAHUU
reMapTpO30B U T€MATOM MSITKUX TKaHEW B CTPYKTYypE reMOpparuuyeckoro CUHIpoMa,
OJTHAaKO a0COFOTHBIEC 3HAYEHUS YACTOTHI OCIIOKHEHUH B )KapKUH MEPUO]T OKA3bIBAIOTCS
CYIIIECTBEHHO BBIIIE, YTO MOAUEPKUBACT POJIb KIMMaTHYECKOro ¢akTopa. ABTOpaMu
JIeTaJIbHO MPOAHAIM3UPOBaHbI (DAKTOPHI pUCKA BeAyIIero ocioxueHus: «dakropamu
pucka pa3Butus remaprpos3a npu remodpuwiun "A" u "B" sBunucek: 1. BHe3arHbIe
BHyTpHcycTaBHble KpoBoreueHust (93,0% wu 47,0%); 2. HeOoJblIMe TpaBMBI,
CONPOBOXK/IAIOIINECS KPOBOTCUCHHEM, MOPAKEHUEM Xpslla M CHHOBHAIBHOM
ooomouku (91,0% wu 33,0%) tskénoe teuenue remodunuu (77% u 27,0%);
HacnenactBeHHblt daktop (77,0% u 37,0%)» [42, pazaen «Pesynbrathiy]. Takum
o0pa3oM, CTPYKTypa ocioxHeHui reMmopuiuu B PecrryOnmke TampKuKUCTaH B TIEIOM
BOCITPOU3BOIUT YHUBEPCAJIbHYIO 3aKOHOMEPHOCThH - Ipeo0iafaHue reMapTpo30B U
reMaToM MSTKUX TKaHEW, 4YTO COOTBETCTBYET TMOJIOKEHUIO MEXIYHAPOIHBIX H
poccuiickux pykoBoacTB [16, c. 6; 138, Chapter 10], HO mproOpeTaeT BhIpAKEHHYIO
PErMOHANBHYIO Clielu(PUKY 3a CUET KIMMATUYECKU OOYCIIOBIEHHOTO POCTa YacTOThI
KPOBOTEYEHUN B KAPKUU IMEPUOJ TOJA.

1.4. JluarHocTHKA, JIeYeHHe U OPTaHU3AIUs IOMOIIH 00JbHBIM reModunei (¢
yuéroMm cutyanum B Pecnnyduuke Tagkukucran)

CoBpemeHHas OMOIs 00IBHBIM reMouiInell onupaeTcst Ha ABa OCHOBAHUS -
TOYHYIO KJIMHUKO-JA00pPaTOPHYIO JTUArHOCTHKY W MATOT€HETUYECKH OOOCHOBAHHYIO
3aMeCTHTENbHYI0 (00 HEePaKTOPHYI0) TEpalHi0 B paMKaxX CHEIHATU3UPOBAHHON
MYJIbTHAUCIUILTMHAPHOW Mojienu. O030p BCEro CIEKTpa 3THX METOJ0B HEOOXOaUM
JUISL OIIEHKW pa3pblBa MEXIYy STaJOHHBIMU MOJXOJaMU U pPEajbHON MPaKTHUKOU

okazanus nomou B Pecnybnuke Tamxukuctan. CoBpeMEHHbIE aCIIEKThl U3YUYEHUS
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remoprinu A, BKITtOUasi BOIPOCH! IMarHOCTHKU M Tepamuu, 0000IIeHb B 0030PHBIX
pabotax [48], a 6a30BbIe CBeJEHUS O 3a00J€BAHUM CHCTEMATHU3UPOBAHbI B YUYEOHBIX
nocoobusix mo remoduium [1].

JAunarnocruka remopunm: KJIMHHUKO-J1a00paTOpPHbIE KPUTEPHUH.
JluarHocTUYeCcKUii MOMCK HAYMHAETCS C KIMHUYECKOM OIEHKH - XapaKTepHOro
réeMaTOMHOI'O THUIIA KPOBOTOYMBOCTH, OTSTOLIEHHOTO CEMEMHOr0 aHaMmHe3a II0
MY>KCKOM JIMHUHM U paHHEro J1e0ioTa reMopparuii, OJJHaKO OKOHYATEIbHBIN AHArHo3
ABIIAETCS JJAOOPATOPHO-TEHETHUECKUM. J[eMCTBYIOIIME KIMHUYECKUE PEKOMEH AU
Poccuiickoii  ®eneparun GopMyIHpPYIOT  KpuUTepuH  4ETKO:  3a00JeBaHUE
MOATBEPKAACTCS MPU HaTU4yuu «- cHkeHue aktuBHOocTU FVIII/FIX mHuxe 50%:; -
Hanmune myTtanuii reHoB FVIII nnmu FIX» [16, c. 5]. ToT e JOKyMEHT XapakTepu3yer
CTPYKTYpY KOTOpThI ~ OOJIbHBIX, YyKa3biBasi, uTo «okono 60-70%  Bcex
JTMArHOCTUPOBAHHBIX  CIIy4aeB TreMOQUIMM  COCTAaBJISIOT — TsDKelble  (POpMBI
3a00yIeBaHus, I KOTOPBIX XapaKTEPHbI CIHOHTAHHBIE I'€MOpPPArnyecKHe SIN30.bI
(IpeuMyIIECTBEHHO T'eMapTpo3bl M TIeMaTOMbl MSTKUX TKaHEH pa3iMyHbIX
nokanuzauuid)» [16, c. 6]. JIBOWCTBEHHYIO MNPUPOJY AUArHo3a MOAYEPKUBAIOT U
0030pbl  MEAMATPUYECKOW TPAKTHKH: <« JIMAarHOCTUKA TpedyeT o00s3aTeIbHOTO
TFeHEeTHYECKOT0 MOJITBEPKACHUS JHOO0 1ab0OpaTOPHOTO MOATBEPKIACHUS CHUKEHUS
koHueHTpauu ¢akropa VI mis remodpunuu A u dakropa IX mist remodpunun By
[17]. Knuandeckuit stanm jaumb (HOpMUPYET MOKa3aHUA K IEJICHAIPABICHHOMY
nabopaTopHOMy 00CIEOBaHUIO, OIpeAesonemMy GopMy U TSKECTb 3a00JIeBaHUS.
AKTYalbHOCTh  paHHEW JUAarHOCTUKM M  TEpPalneBTUYECKOIO  MOHUTOpPHHIA
KOaryJonaTHii, BKJItouasi TeMOpuInio, MOAYEPKHYTa U ISl COCETHEro Y30eKuCcTaHa,
rae Z.M. Ruziyev akueHTUpPYeT BHUMAHHE HA «TPYJHOCTH pPaHHEH TUArHOCTUKHU U
TEepaneBTUYECKOI0 MOHUTOPUHI Ay MPU TeMO(HINK U APYyrux Koaryjgonatusx [132].

JlaGopaTopHble MeTOAbI AMATHOCTUKU. AJITOPUTM CTPOUTCS MO MPUHLUITY
MIOCJIEIOBATEIBHOTO CYKEHUS MOUCKA - OT CKPUHHUHTA '€éMOCTa3a K KOJIUYECTBEHHOM
OIICHKE aKTUBHOCTH (paKTopa U, mpu HEOOXOIMMOCTH, K BBISIBIICHUIO MHTHOUTOpa. Ha
CKPUHUHIOBOM JTalle, COIacHO 0030py KIIOUEBBIX MOJOKEHHM OTE€YeCTBEHHBIX

peKOMeHI[aL[I/Iﬁ, «MmagueHTaM ¢ TIO0JO03pCHUCM Ha FGMOCI)I/IJ'II/IIO PECKOMCHIOBAHO
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BBITIOJTHEHUE  KOAaryJorpaMmbl  (OPUEHTHUPOBOYHOTO  HCCIICIOBAHUSL  CHCTEMBI
reMocrasa), ¢  0OOs3aTeJbHbIM  BKIIOYEHHEM  CIEAYIOIMX  [apamMeTpOB:
aKTUBHPOBAHHOE YacCTUYHOE TpoMOoIruiacTuHoBoe Bpems» [47]. M3omupoBaHHOE
YJIMHEHUE aKTUBHUPOBAHHOT'O YaCTHUYHOTO TpomoOoruiacTuHOBOro BpemeHu (AUTB)
MIPU HOPMAaJIbLHBIX MPOTPOMOMHOBOM BpeMEHU U (PpOpUHOTEHE - XapaKTepHOE, XOTs U
Hecrienuduueckoe, ykazanue Ha AeUIUT (GAKTOPOB BHYTPEHHErO MYTH.
Bepudunmpyromum 3TanoM Ciy>XUT KOJIHYECTBEHHOE OIpEeieHHe aKTUBHOCTU
dakropo VII u IX. Kak noguépkuBaror A.E. Bowyer u R.C. Gosselin, «touHoe
n3Mmepenne aktuBHOCTH ¢akrtopa VIII m ¢dakropa X mmeer ocHoBomomararomiee
3HAYCHUE JJI JUArHOCTUKH, KiacCuUKauu U BeaeHus: remopuaun» [78]. [Ipu rsTtom
NPUHIUNHAIBHOE METOAO0JOIMYECKOe 3HAUCHUE UMEET BHIOOP METOAa OMpe/IeSICHUs
akTuBHOCcTU. B pabGorax rpymmer S. Kitchen yOemuTenbHO MOKa3aHo, dYTO
«HCTIOJIb30BAHUE €AMHCTBEHHOW METOJMKHM aHalM3a MOXKET NMPHUBOJIUTH K HEBEPHOM
Kaccuuranum  TspkecTH TemMopmimu  A», B CBS3HM C UEM «JUIS  TIOJTHOU
(hEHOTUITMYECKON XapaKTEPUCTUKU TeMOPHINN A HEOOXOIMMBI KaK OJHOCTAIMIHBIMH,
TaK U XpOMOTeHHbIM MeTo bl onpeneneaus FVIID» [103]. Pacxoxaenue pe3ynbTaToB
OJTHOCTAIMHOTO (KJIOTTHHTOBOTO) M XPOMOTEHHOT'O METOJIOB OCOOCHHO 3HAYNMO TPU
A€rkux (Gopmax: «pPacXOXKIEHHE MEXAy pe3yjbTaTaMu OJHOCTAIUUHOIO H
XpPOMOT'E€HHOT'0 METO/I0B omnpesneneHus ¢akropa VIII Habmomanock y 3HaYUTEIBHON
nond OonbHBIX JNIErKoM remodumuedn A» [79]. OtaenbHyl0 3amady COCTaBIISIET
BBISIBJICHUE UHTHOUTOPOB - HEUTPAIM3YIONINX AJIJIOAHTUTEI K BBEAEHHOMY (haKTOpY;
WX KOJIMYECTBEHHAs] OIIGHKa NPOBOAUTCS MeTonoM beresga B Moaumdukanmm
Humerena ¢ Beipakennem tutpa B equHumax beresna (BE). OcoObie TpeGoBanus K
KOHTPOJIIO TMPEIbSABISICT HedakTOpHas Tepanus: <«JJisi MalMeHTOB, MOJYyYarolnX
smunu3ymad, npu omnpeneneHuu aktuBHoct FVIII u tutpa muruburopa FVIII
PEKOMEH/TyeTCsl UCTIOIb30BaTh XPOMOTE€HHBIH METOJ C OBIUbUMH (DAKTOpAMU KPOBU
[47], TOCKOIBKY SMHUIIM3YMa0 HCKaXaeT pe3yJbTaThl CTAaHAAPTHBIX KIOTTHHTOBBIX
TECTOB.

MousiekyjIsIpHO-TeHEeTHYECKAS IMATHOCTHKA. [ eHEeTHUYeCcKOoe HCCIIeIOBaHUE

3aBepIIaeT JUArHOCTHUYECKUN MpOIecCc, obecrneunBas WACHTU(DHUKAIMIO TPUYUHHON
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MyTalldd, MPOTHO3UPOBAHUE PHUCKA OCJIOKHEHUH UM BO3MOMXHOCTH CEMEWHOTO
KoHcynbTUpoBanus. Kak ormeuaror A. Pavlova, J. Oldenburg u coaBT., «TsKeCTh
3a00JIeBaHUS 3aBUCUT OT CTENIEHU CHUKEHUSI YPOBHEW aKTUBHOCTH KOATyJISILITUOHHOTO
FVIII wmm FIX, 4ro omnpeaenseTrca THUIOM IATOIN€HHBIX BApPHUAHTOB B TE€HAX,
Kogupyromux 3Ty 1Ba ¢gakropa (F8 u F9 cooTBeTcTBEHHO)», a cCaMO T€HETHYECKOe
TECTUPOBAHUE «HMMEET 3HAYECHHE U1 BBISIBJICHUS HOCHUTEIIbCTBA, IPEHATaIbHOU
JTUATHOCTUKHM,  TMPOTHO3UPOBAHUS  PHUCKA  WHTHOUTOPOB U TEHETHYECKOTrO
KOHCYJbTHpPOBaHMsA» [122]. Pe3ynpTaTMBHOCTE COBPEMEHHOTO T'€HOTHUIIMPOBAHMS
BeCbMa BbICOKA: MO AaHHBIM npoekta My Life, Our Future, «renetndeckuii aHamus
reHoB F8 u F9 no3BossieT BhISIBUTh NPUUMHHBIE MyTaluu 0ojee ueM y 95% O0nbHBIX»
[105]. IlporHocTmMyeckoe 3HAYEHHE  MOJIEKYJISIPHOTO  JMArHo3a  HaryisiHO
nemoHcTpupyeT Metaananus S.C. Gouw, H.M. van den Berg, J. Oldenburg u coasr.,
COTJIaCHO KOTOPOMY «PHUCK PA3BUTHUS MHTHOUTOPOB ObLIT HAWOOJBIIUM Yy OOJBHBIX C
KPYIHBIMH JCTICIUSIMHA U HOHCEHC-MYTAIUSIMU 1 00JIee HU3KUM y OOJTBHBIX C MHCCEHC-
MyTaIUsIMUA 1 MaJbIMH JICTICIUSIMUA/BCTaBKaAMI», a «TUN MyTanuu reHa F§ sensercs
OCHOBHBIM JIETEPMUHAHTOM PUCKa Pa3BUTHUS UHTMOUTOPOB MPH THKETON reModuiinu
A» [92]. CxongHble pe3ysbTaTbl B OTHOLUEHWU POJIM WHTEHCUBHOCTU JICYEHUS B
dbopmupoBaHur HMHTHUOUTOPOB y Jnerer monydeHsl S.C. Gouw u coaBT. [94], a
CpaBHUTEJIbHAS YaCTOTa Pa3BUTHUSI MHTUOUTOPOB MPY MPUMEHEHUH TIa3MaTUUECKUX U
PEKOMOMHAHTHBIX  KOHIleHTpaToB  (Qakropa  VIII  mpoananusupoBaHa B
cucreMarnaeckoM 063ope A. lorio u coanr. [99].

3amecTuTeibHAsA Tepamus: KOHUeHTpaThl ¢axkropoB VIII mu IX.
[TaToreHeTHYECKOM OCHOBOM JICUCHHS TreMO(PuiInMu OCTaéTcsl  BOCIOJHCHHE
neduiutHoro ¢akrtopa cBEpThIBaHUs. B HanumoHanmbHbIX pexkoMenaarusax HMUAIL]
reMaToJOTud MNOJYEPKUBAETCA: «B OCHOBE JICUEHHS] OOJIbHBIX HEOCIIOKHEHHOU
dbopmoit remobunuu JEKUT crnenuduueckas [3aMmecTuTenbHas Tepanus]» [23].
AHanoruuasiM 00pa3oM (yHAaMEHTaIbHOE PYKOBOJCTBO MO JETCKON IeMaTOJIOTHH
OTIpEJIeIISIET «OCHOBHAS JieueOHast CTpaTerus - MPOBEJICHUE 3aMECTUTEIBLHON Teparuu
npenapaTaMu, COJACPKaIlUMHU HEAOCTarIe (akTopbl CBEPTHIBAaHUS KpoBw» [21].

Tepamust ocymiectBisiercss kKoHIeHTpaTamu ¢akropa VI (mpu remodunuu A) u
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dakropa IX (nmpu remodpunmu B) mnmazmMaTHueckoro WM PEKOMOMHAHTHOTO
npoucxoxaeHud. KiumHuueckue pexkoMeHgauuu P® pernameHTUPYIOT PEeXUMBI
JI03UPOBaHUs MPO(QUIAKTHKY TeMOPWINU A, yKa3bIBasi, YTO «OKTOKOT aib(da IeTIM
mianuie 6 aet 20-50 ME/kr 3-4 pasa B nepento; FVIII 25-40 ME/kr 1 pa3 B 2 nus wiu
3 paza B Hememo» [16, ¢. 12]. Ocobennoctu Tepanuu remModuianu B cBs3aHbI Kak €
Oojee JIMTENbHBIM MEPUOJOM MOJyBbIBeAeHHs (akrtopa [X, Tak u ¢
OTPaHWYEHHOCTBIO TeparneBTH4YecKoro apceHana. Kak ormewaror H.M. 303yna wu
coaBT., «remodunusa B - nepunur dakropa cBepreiBanus kposu IX (FIX) - mHapsaay c
remodunueir A u OonesHpto Businebpanma - sBisieTcss OJHOM K3 Haubojee 4acTo
BCTPEUAIOIINXCS  HACJIEACTBEHHBIX  KOAryJomaTui», TpU  3TOM  «apceHal
JIEKapCTBEHHBIX MPENapaToB sl JeYeHUs reMopuinu B CyliecTBeHHO MEHbIIE IO
CpaBHEHHIO ¢ reModuineil A, B CBS3M C YeM IMOSBICHHE HOBBIX IMpENapaToB s
teparun  gedurmura FIX wuMeer Oousblmoe mpakTHdeckoe 3HadeHwme» [31].
[IpyHIMNIMATBHOE 3HAUYEHUE UMEET aJIEKBaTHOCTh JO3UPOBAHUS: KaK MOAUYEPKHYTO B
KJIIMHAYECKUX PEKOMEHJALUX, «HUCIOJb30BAHUE HEAJeKBAaTHO HU3KOM 03Bl U
HECOOJIIOJICHUE peXuMa BBEIACHUS TMPUBOAUT K CHIDKEHUIO 3(P(HEKTUBHOCTH,
YXYALIEHUIO COCTOSIHMSI M YBEJIWYEHMIO pacxoja mpemnapara» [16].  Jlud
MEPCOHANM3AIMK  PEKUMOB  MPOPWIAKTUKM ~ BCE  IMUpPEe  MPUMEHSETCS
(bapMaKOKHMHETHYECKHH MOIX0/1, TO3BOJISIONINI JOCTUTATh ONTUMATIBLHOM OCTATOYHOU
aktuBHOCTU (pakTopa VIII [24]. [Ipu remoduinu B nepcrnekTHBHBIM HanpaBiIeHUEM
SBJIIETCSI ~ MCIOJIb30BaHUE  MPOJOHTUPOBAaHHBIX  mpemnapatoB  dakropa [X,
MO3BOJISIIOIIMX ~ COKpaTuTh 4actory BBeAeHuU [50]. OrTedecTBEHHBIM  OMBIT
MIPUMEHEHUST PEKOMOMHAHTHBIX KOHIIEHTpaToB (hakTopa VIII, B yacTHOCTH TIpenapara
«AnBerTy», onrcaH B KIIMHUYECKOM MPAaKTUKE JICUeHUsI O0JIbHBIX TeModuiaueii A [9].
IpopuniakTuyeckoe Jie4yeHHe MNPOTHB TePANMH «IO TPeOOBAHUION.
KitoueBbIM BOJIOpA3A€IOM TAaKTHKU BENIEHUS SIBIISIETCSI BHIOOP MEXKIY PEryJsipHOM
(npodunakTUUECKON) 3aMECTUTENIbHOM Tepamnueil U BBeleHueM (axTopa mo (akTy
KpOBOTeUeHHUs («1o TpedoBaHuio»). Ilpodunakruueckas Tepanus, Mo onpeneIeHUuIo
0e0pyCcCKOro KIMHUYECKOTO MPOTOKOJIA, HATIPABJICHA HA IOCTH)KEHHUE «IOBBIIICHUS

Ka49CCTBa KHN3HHU, COIIOCTABHMOI'0O C TAKOBBIM Y JIHI] oe3 I‘eMO(I)I/IJII/II/I», TOrga Kak
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«iedyeHne 1o TpeOoBaHuio - mapeHTepasbHoe BBeaeHne KOCK 1o dakty
BO3HUKHOBEHHUSI KPOBOTECUCHHUSI C ILEIbI0 €ro OCTaHOBKW» [46]. JlokazaTenbHOU
BepmMHON o0ocHOBaHms npodunakTiku crano PKU M.J. Manco-Johnson u coasr.
(Joint Outcome Study, 2007), B KOTOpPOM JI€TH TpYMNIbl NPOGUIAKTUKH «IOJTydalln
unpy3uu 25 ME ¢akropa VIII Ha kunorpamm maccsl Tena yepe3 aeHb» [111]. Ero
pPE3yNbTAaThl OBLTN OJTHO3HAUHBL: «y 93% MaIrueHToB TPyNbl NPOPUIAKTUKE U Y 55%
IPYNIBI SMU30IUYECKON TEPAIMU CTPYKTYpPa UHICKCHBIX CyCTaBOB MO JaHHbIM MPT
cuntanack HopmanabHoi (P=0,006)», a «OTHOCUTENBbHBIN pUCK BhIsIBIsieMoro mo MPT
MOPaYKEHUS CyCTaBOB MPH SITU30IUIECKOI TepaIiy MO0 CPABHEHHIO C MPODUITAKTUKON
coctaBui 6,1 (95% noBepurenbhblii uHTEpBan 1,5-24,4)» [111]. 3HaUUMBI U CPOKH
Hayana npoduiaktuku: B padore K. Fischer m coaBT. mokazaHo, 4TO «OTCpOuKa
npoduiiakTuKkd OblJa CBsi3aHa C  YBEIWYEHHMEM KPOBOTOUYMBOCTH U OOJIbIIEH
BBIPAKEHHOCTBIO apTPONATHH B TOCIEIYIONICH KU3HW», OTKYa CIEAyeT BBIBOJ, YTO
«paHHEe Ha4YaJI0 MPOPUIAKTUKH BaKHO JIJI ONTUMAJIbHOW 3allIUThI CycTaBoB» [89]. B
OTEUECTBEHHON MPAKTUKE Pa3InyaloT BHUJIbI MPOGUIAKTUKH 10 CpoKaM e€ Hayvaua:
«mpopuUIaKTUYECKAs Tepanusl, KOTopas HAYMHAETCS A0 2 JIET )KU3HU UM cpasy Moclie
pa3BUTHS TEPBOr0 reMapTpo3a, HaszbIBaeTCs mepBuuHON» [64, c. 12]. OGopoTHOMU
CTOPOHOU MPOPUIAKTUKH SBISIOTCS €€ 3HAYMTENIbHbIC W3JCPKKU, KPUTUYHBIE IS
CTpaH C OrpaHU4YeHHBIMU pecypcamu. MexayHaponnoe cpaBuenue K. Fischer u coaBr.
MOKa3aJlo, YTO «JJIUTENIbHAS MTPO(PHIAKTHKA TI0 TOJUIAHJICKOMY PEXUMY CPEIHHX J103
MoKa3aljia HECKOJIbKO XYIIINM KIMHUYECKUI UCXO0/1, HO OblIa CBSI3aHA CO 3HAUYUTEIHHO
MEHBIIMMHU 3aTpaTaMM, YeM IIBEIACKUN PEKUM BBICOKHX J103» [88], a MoJenpoBaHue
TOM € TPYNIBl YCTAHOBUJIO, UYTO «IKOHOMHYECKas 3((PEKTUBHOCTh MPOPUITAKTUKH
CUJILHO 3aBHUCEJa OT J03bl M BO3pacTa, B KOTOPOM Obljia Hauata npoduiaktukay [87].
OT1u 1aHHBIE 000CHOBBIBAIOT TPABOMEPHOCTH MPUMEHEHUS PEKUMOB IMPOMEKYTOUHBIX
703 B PECYpPCHO-OIPAHMYEHHBIX CHUCTEMAaxX 3/[PaBOOXPAHEHUS, K YHUCIY KOTOPBIX
OTHOCHUTCA M TaJkHuKcKasg. OO0o0O0mias MepCrneKTUBbl pa3BUTUS MPOUIAKTUKH, A.
Batorovéa u coaBT. GOpMyIHPYIOT «IKCIIEPTHOE MHEHHE O COBPEMEHHBIX U Oy IyIINX

METOdax HpO(l)HH&KTH‘I@CKOfI TCpalliy, HAIIPABJICHHLIX HAa YJIYUYIICHUC 3allIUThI JIUIT C
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remobunueir A» [71], mogu€pkuBasi TCHACHIIUIO K IOBBIIICHUIO IIEJIEBBIX YPOBHEH
aKTUBHOCTHU (DaKTOpa U UHAUBUIYAJTU3ALMIO TEPAHH.

Nuarnonropuas popma u eé tepanusi. Hanbosnee cepbE3HbIM OCII0KHEHUEM
3aMECTHUTENIbHON Teparuu siBisieTcsi oOpazoBaHue MHrUOMTOpoB. Kak oTmedaercs B
OTEYECTBEHHOM Y4eOHOM MOCOOHH, «BAXKHON KIMHUYECKOU POOIEeMON MO-TIPEKHEMY
0CTaeTCs BOSHHUKHOBEHHUE B TIPOIIECCEe JIeUeHUss MHTuOMTOpoB - antuTen Kk FVII
FIX», 11 npeogoaeHust KOTOPBIX «pa3padoTaHbl CTICIHAIbHBIC TPOTOKOIIbI MHIYKIIHH
(co3manusi) UMMYHHOM ToJepaHTHO[cTU]» [57]. Tepamuss uHruOuTOpHON (HOPMBI
pelIaeT IBe 3aJa4u - KylIMPOBAaHUE TEKYIIMX KPOBOTEUEHHN M 3PAAUKALUIO CAMOIo
uHruouropa. Jljis 0CTaHOBKM KPOBOTEUEHHM MPUMEHSIOT IIYHTUPYIOIIHNE TPEnapaThl
- akTUBHpPOBaHHbIA npoTpoMOMHOBBIM Komiuieke (AWKK) u pexomMOMHaHTHBIN
akTuBUpOoBaHHBIN dakTop VII, neficTBre KOTOPHIX 00XOIUT 3a0JIOKUPOBAHHOE 3BEHO
Kackaga. PanukaibHBIM e METOJOM YCTPAHEHHS MHTMOUTOpa OCTAETCS WMHIIYKIIMS
uMMmyHHOM TonepantHoctu (MUT). Ilo wmexaynapomHomy KoHceHcycy D.M.
DiMichele, C.R.M. Hay u coaBT., «uHAyKIHsI UMMYHHOU TojepantHoctu (MUT)
OCTa€Tcd €AVMHCTBEHHON JOKa3aHHOW CTpaTeruedl spajuKalud HHTHOUTOPOB Y
00bHBIX TeMOUIHEN Ay, TPUUEM «KaK BBICOKOJO03HBIE, TAK U HU3KOI03HBIE PEKUMBI
HNUT cnocobHbI 00eCeYUTh TOJIEPAHTHOCTH MPHU PA3IMYUSAX BO BPEMEHH JOCTHXKEHUS
ycrexa u cToumMocTn» [84]. B oTeuecTBEeHHOM MPaKTUKE, Kak yKkas3piBaeT 11.B. CBupun
U COAaBT., «HAWOOJbIIEEe pACIpPOCTPAHEHHE TMOJYYMIM JBE CXEMbl HWHAYKLIHU
uMMmyHHOUM TosiepanTHOocTH (MUT): B Hu3kux nozax (50-100 ME/kr tpu pasa B
Hezen0) 1 Bhicokux no3ax (100-150 ME/kr aBa pa3a B nenb)» [60]. DddextuBHOCTD
MeToJIa TIpK coOJII0JIeHNH MpoTokoJia Bhicoka: «MUT ¢ nmpumeHeHneM IjIa3MEeHHBIX
[NOVIIL, conepxkamux @B, - 3pHeKTUBHBII UHCTPYMEHT 3IMMUHALMU UHTHOUTODA,
MO3BOJISIOIIMN TOOMBATHCS YCTOMUMBOIO MOJOKHUTEIBHOTO 3 Pekra y O0JbIINHCTBA
MalKUeHTOB ¢ UHruOuTopHOH (popmoii remoduinuu A» [60]. Oqnako UNUT sBasercs
JUIMTEJIBHBIM (MECSILIbI M TOJIbl) U YPE3BBIYAMHO 3aTPATHBIM METOJIOM, TPEOYIOIIUM
Oecriepe0oitHOT0 CHAOXKEHHS TTpenapaTaMy U CIeUAIM3UPOBAHHOTO J1a0OPaTOPHOTO
KOHTPOJISI, YTO JejlaeT €€ MNPaKTUYECKH HEJOCTYIMHOM B YCIOBUAX JeduuuTa

dakTopHOil Tepamuu. Bompockl AMArHOCTUKH W JICYCHHUS HHTUOUTOPHOH (POPMBI
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reMoprInK AeTaIbHO MPOpadOTaHbl B IUccepTalinoHHoM nuccieaoBannu H.U. 303ynu
[29], a anroput™Mbl TpOQUIAKTUKYA UHTHOUTOPHOU (popmbl reModuinnu A u B y nereit
MEPBBIX JIET >KU3HU PErJIaMEHTUPOBAHBI CHEHUATBHBIMU pPEKOMEHaanusMu [2].
CoBpeMeHHbIE BO3MOXXHOCTH HE(AaKTOPHOW Tepanuu TpH HHTUOUTOPHON (opme
0000111eHBI B OT/ICIBHOM 0030pe [44].

Omunu3ymad - HegakropHas Tepanus. OMunu3dymad - Oucnenupuieckoe
MOHOKJIOHAJIBbHOE aHTUTEIIO, UMUTHUPYIOIIIEE Ko(aKTOpHYIO (GYHKIHIO
akTuBUpoBaHHOTO (paktopa VIII, - cylecTBEeHHO U3MEHWI TAKTUKY BEICHUS OOJbHBIX
remommeit A. Kak ykaseiarot T.A. Auapeesa, H.W. 303yms u coaBT., «<oMunm3ymad
ObL1 0100peH B Poccum st mpounakTUKU KpOBOTEUEHUH y O0JIbHBIX reMopuianeit A
(I'A) ¢ uarubutropamu dakrtopa VIII (FVIII) B 2018 r. u Tsxenoit popmoii I'A 6e3
unruouropos FVIII B 2019 r.» [4, c. 267]. [Ipenapat BBOJUTCS MOJAKOXKHO: «TEPAIUIO
AMUIM3YMAa0OM HAUMHAIOT C BBEJICHUS HATPY304YHOM JT03bI 3 MI/KT B BUJIE MOKOXKHOM
WHBEKIIMM OJIMH pa3 B HEJeI0 B TeueHHe IMepBeiXx 4 Henmenb» [4, c. 268].
Perucrpaunonnsie uccienoanusi cepun HAVEN npoaeMoHCTpupoBaiu BBICOKYIO
s dextrBHOCTh Mpenapara. B uccnenoBanun HAVEN 1 (J. Oldenburg u coast.) y
OOJIbHBIX C MHTUOUTOpPaMU «TOJI0Basi YaCTOTa KPOBOTEUEHHI cocTaBmia 2,9 snu3ona
y YYACTHUKOB MOJYYaBIIUX NPO(UIAKTUKY SMULIM3yMaOboM MpoTuB 23,3 snu3ona y
HE MOJIy4YaBIIUX MPO(UIAKTUKY , YTO COCTABIIACT 3HAUMMOE pasziinuue B 87% B M0JIb3y
npodunakTuku  smunmzymabom» [117]; mpu  3ToM OBUIO  BBISBJIEHO, YTO
«TpOMOOTHYECKAasT MHUKPOAHTHOINATUS W TPOMOO3 ObLIM 3aperucCTPUPOBAHBI Yy 2
YYaCTHUKOB  KayKJbIi KOTOphIE  TOJy4YaJli  MHOXECTBEHHBIE  WHDY3HUH
AKTUBHPOBAHHOTO KOHIICHTpaTa MPOTPOMOMHOBOTO Komruiekcay [117], dtO
OMPENeNUI0 HEOOXOJUMOCTh CHUXEHHUS JI03 IIYHTUPYIOIIUMX mpenapatoB. B
uccinenoBauun HAVEN 3 (J. Mahlangu u coaBt.) y OonbHBIX 0€3 MHIHOUTOpPOB
«ro/I0Bas 4aCTOTa KPOBOTEUEHUH cocTaBmia 1,5 ann30/1a y y4aCTHUKOB, TOJTy4aBIIMX
PO IIIAKTUKY IMHUITU3YMAOOM €KEHEeIeIbHO, U 1,3 amu307a Kaxkaple ABE HEACIH T10
cpaBHeHuto ¢ 38,2 nsmm3zoma  0e3 mnpodwmmaktukm» [110]. Ilemmatpuueckoe
uccinenoBanne HAVEN 2 (G. Young u coaBT.) mokazajgo, 4TO «IpPOQPUIAKTUKA

aMHUIM3yMaOoM obecreunsia HU3KYI0 TOAOBYIO YacTOTy KPOBOTEUEHUH Yy JAeTel ¢
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remMopriineit A 1 UHTUOUTOPaMU» C «CHIDKEHUE YaCTOThl KpOBOTeUeHU Ha 99% mipu
MPUMEHEHUU SMUIM3yMada MO CPaBHEHUIO C MPEAIICCTBYIONMIEH MPOoPUIaKTUKON
HIYHTUpYoUMMU nipenaparamu» [145]. OObeIUHEHHBIA JOJTOCPOYHBIA aHAIU3
HAVEN 1-4 (M.U. Callaghan u coaBT.) moaTBepAusl yCTOMYMBOCTh A dexTa: «3a
MenuanHelii niepuoa 3ddextuBHoctu 120,4 Henmenu MojelibHas ToJ0Bas 4acToTa
kpoBoTeueHuii (ABR) mist nmeuenbix kpoBoreuenuwit coctaBuia 1,4 u y 82,4%
y4acTHUKOB Obu10 0 nedyeHwix kpoBoTedeHHi» [80]. [ToakoxHbIN MyTh BBEACHUS U
BBICOKAs 3(P(PEKTUBHOCTH JAEAI0T IMUIIU3YMA0 ONTUMAIbHBIM IPENAPaTOM, OCOOEHHO
JUISL IETe U JIJIsl CUCTEM 3JpaBOOXPAHEHUS C OTPAHUYEHHBIM BEHO3HBIM JIOCTYIIOM U
JOTUCTUKON. (OTEUYECTBEHHBIM ONBIT MNOATBEPXKIAET OSTU JaHHbIC: y JIETeH C
MHTUOUTOpHOU (popMoil reMmouiiuu A Ha (oHE Tepanuu 3MHUIM3yMaOOM OTMEYEHO
CHI)KEHHME YacTOThI KpoBoTeueHu# [27]. OcoOble BOMPOCHI BO3HUKAIOT MIPU OKa3aHUU
XUPYPrUYECKOM TIOMOIIM TalMeHTaM, TMOJIY4YalolluM SMHUIM3YMal, KOTOpHIE
periaMeHTUPOBAHBI PE30IIOINEN COBETa FIKCIIEPTOB [55].

I'ennas Tepanus remopuanu. Hanbonee pagnkaasHbIM HAIPABJICHUEM CTajla
OJIHOKpaTHasi TEHHas Tepanus Ha OCHOBE aJ€HOACCOIMMPOBAHHBIX BHUPYCHBIX
BEKTOPOB, OOecreunBaroasl SHA0TEHHYI0 BbIpaboTKy nedunutHoro dakropa. Ilpu
reMmouiInu A MPUMEHSAIOT BAJIOKTOKOTEH POKCAapBOBEK: MO JTaHHBIM UCCIIEI0BAHMS
GENEr8-1 (M.C. Ozelo u coaBT.), «cpeaHue TOJOBbIC IMOKAa3aTeIu MPUMEHEHUS
KoHleHTpata (pakropa VIII u nedeHsIx kKpoBOTEUEHUH mocie 4-il HeJleIu CHU3WINCH
nociie uHdy3uu Ha 98,6% u 83,8% coorBeTcTBeHHO (P<0,001 1151 060MX CpaBHEHUM )»
[120], a «y 132 y4acTHUKOB, OTpUIIATEIbHBIX 10 BUPYCY UMMYHOI€(PUIIMTA YEIIOBEKA,
cpenHuii ypoBeHb akTUBHOCTH ¢aktopa VIII na 49-52-i1 nHenensx moBwicuics Ha 41,9
ME wa pgeuunmurp» [120]; BMecTe ¢ TE€M  «IIOBBIIIEHUWE  YpPOBHEU
anaHuHaMHHOTpaHcepa3bl ormedanoch y 115 u3 134 yuactHukoB (85,8%) u
KyIIUpoOBaJIoCh UMMYHocyrpeccantamu» [120]. Ilpu remodunuu B npumensior
sTpaHakor ae3amnapBoBek: B uccienoanu HOPE-B (S.W. Pipe u coaBT.) «romoBas
4acToTa KpoBOoTedeHU cHu3uiack ¢ 4,19 no 1,51 , or”Homenue yactor 0,36 , 4to
JIEMOHCTPUPYET HE MEHBIIYI0 U MPEeBOCXOAANIYI0 3(P(EKTUBHOCTh ATpPaHAKOT

ne3anapBoBeka» [125], a moarocpodHsle JaHHBIE MMOKa3ald, YTO «3alluTa OT
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KPOBOTEUCHUI M TIOBBINIEHHAsI aKTUBHOCTH (akTopa [X coxpansuncs B TeueHue 24
MeCSIIIEB MOCJie OJHOKpAaTHOW MH(Y3UU dTpaHakor ne3anapBoBeka» [82]. Tlomumo
KIIMHUYECKOM 3(()EKTUBHOCTH, T€HHAs Tepamusl YJIydllaeT KayeCTBO KHU3HU: IO
maugplM  a"Hammmza wucciaenoBanua GENEr8-1, M.C. Ozelo u coaBT. omucaiu
«CBSI3aHHOE CO 3JI0POBBEM KAUE€CTBO JKM3HU IOCTE T€HHOW Tepanmuu BaJIOKTOKOTCH
pOKcanapBOBEKOM» y 00JbHBIX reModumueit A [119].

Opronennyeckoe JedyeHUe OCIOKHEHHH. XpoHHUYECKas TemMo(uindeckas
aptpornatusi, (QopMHpyIOIIascs BCIEACTBHE PEUUAMBUPYIOIIUX Te€MapTPO30B,
OTIpeeIsIeT HHBATMIN3AINIO0 OOJBHBIX U TPEOyEeT OPTONEIUYECKOT0 BMEIIATEIbCTBA.
Kak ormeuator E.C. Rodriguez-Merchan u L.A. Valentino, «penuauBupymoiiue
reMapTpOo3bl IPUBOAAT K XPOHUUYECKOMY TeMO(PUINYECKOMY CUHOBUTY U B KOHEYHOM
urore kK remodunnyeckor aprpomatun» [130]. CrnekTp opToneanyecKor MOMOIITU
BKJIIOYAE€T CHUHOBAKTOMHIO, KOPPEKLHMIO KOHTPAKTYp M SHJIONPOTE3UPOBAHME
CyCTaBOB, OJHAKO aBTOPHI MOMYEPKUBAIOT MPUOPHUTET MPOPUIAKTUKH: «IICPBUYHAS
npoduiiakTika sBisieTcss Hamboniee S(PPEKTUBHBIM CHOCOOOM TPEIYIPEKICHUS
reMoUInYeCcKou apTpOIATUID) [130]. OteuecTBEHHBIE PEKOMEH AN
GOpMyYTUPYIOT TOT K€ MPUHITUIT: «B OCHOBE MPO(IIAKTHUKNA PA3BUTHSI XPOHHUUECKOU
apTporatTuM - aJeKBaTHAas M  CBOCBPEMEHHAs  3aMECTUTEIbHAs  Teparus
KOHLIEHTpaTamMu (aKTOpOB CBEPTHIBAHUS KpoBU» [64, c. 30].

Opranm3zauuss momomm B Mupe M B Poccmiickoii  ®Degepaumu.
MexayHapoIHBIM 3TajJlOHOM OpraHuU3alMid IOMOIIM CIIy’KaT PEKOMEHAAUU
Bcemupnoii ¢penepanuu remodunun (BOI'). CormacHo gokymeHTy A. Srivastava u
COaBT. (3-¢ wu3JaHue), «Kaxjaas CTpaHa JOJDKHA HMMETh HAllMOHAJIBHBIA PErUCTp
OOJIbHBIX TeMO(WINEN CO CTaHAAPTU30BAHHBIM COOPOM JIaHHBIX BCEMH IEHTPAMHU
reMopUiiid ¥ LEHTPAIU30BAHHBIM YNPABICHUEM CO CTOPOHBI YIOJIHOMOYEHHOTO
HAIlMOHAJIBHOTO  OpraHa JMOO  y4yacTBOBAaTbh B  MEXKHALMOHAIHHOM WU
MexayHapoaHoM peructpe» [138]. Peructpsl ciykaT OCHOBOH palniOHAIBLHOTO
pacnpenesieHusi  PecypcoB, TOCKOJbKY  HCIOJB3YIOTCS  «JJIi  OOOCHOBaHHUS
pacripesielieHusi PeCcypcoB, TOMJIEPKKH COBEPIICHCTBOBAHUS CIYKO oOKazaHuUs

MOMOIIM U COACHUCTBUS COTPYAHUYECTBY Mexay uentpamu» [138]. HammonanbHbie
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pexkomenpaiuu HMMUIL[ remarosniornm nog4EPKUBAIOT ILEHHOCTh KOMILIEKCHOTO
MOAX0Ja: «KOMIUIEKCHBIM MOAXO0J K JICYCHUIO MAIMeHTOB ¢ reModIneil yiaydniaet
¢bu3nYecKoe U TMCUXOJOTUYECKOE 37I0pPOBbE, KAYeCTBO >KU3HU, CHUKAET YacCTOTY
[kpoBoTeuenwmii|» [23]. IlokazaTenbHa poOCCUHCKas MOJEIb JIEKAPCTBEHHOIO
obOecrieueHusi B pamkax mporpammbl «BpicokozaTpaTHeie Ho3omorum» (B3H). Tlo
omenke A.I'. PymsnieBa, Omaromaps npoduiakTHKE «JI€TH Yallle BCEro MOJIy4aroT
NpOPHUIAKTUYECKYIO TEpamnuio: 4ToObl M30€XKaTh KPOBOTEUEHUW, OHU IOJTY4aroT
(dakTopel OOBIYHO 3 pa3a B HEAENI0. JTO MO3BOJMIO YMEHBUIUTh KOJIUYECTBO
TOCIIUTATU3AINNA Y JeTel B 28 pa3 v MOYTH MOJHOCTHIO H30ABUTHCS OT TEMAPTPO30B»
[59]. LlenTpanu3oBaHHOE 3aKyMOYHOE OOECIEUEeHHUE MPU YUCIEHHOCTU OKojo 9000
00abpHBIX B P® [67] npeBpatuno npopuiaakTUKy B pealbHbIA CTaHAAPT JICUYCHHS -
MOJENb, HENOCTWKHMasi NPU OTCYTCTBUM BBIACJICHHOTO TOCYJApCTBEHHOTO
¢buHaHcupoBanusi. HopMaTHBHYIO OCHOBY OTEYECTBEHHOM MOJENH COCTAaBJISIOT
HAIMOHANBHBIA CTaHmapT BeAeHUs OonbHBIX remoduaucii (TOCT P 52600.3-2008)
[19], mpoToxoibl Benenus 60abHbIX «I eModumusy, yreepxkaéausie M3uCP P® [53;
52], a taxxke knuHuueckue pexkoMmeHgauuu HOJII'O 1o AmarHoCTUKE M JIEYEHUIO
Koarysomnaruii [37], o0ecrneunBaromine eIMHbIe MOX0/Ibl K JIMATHOCTUKE U TEPaIuu.
Opranmzauus nomomnm B PecnmyOuuke Tamxuxkucran u LeHTpasbHOU
Aszum. Cutyanus C OKa3aHHEM TOMOIIM OoyibHBIM Temodunueir B PecnyOiuke
TamKUKUCTaH CYHIECTBEHHO OTJIMYAETCS OT OMMCAHHBIX JTAJOHHBIX MOJENEH U
XapakTepusyercst psaaoM cuctremHbix npoosem. Ilo ganaeim A.H. Myxrtop3ona u
coaBT., «B Pecnybnuke Tamxukuctan Ha 2024 roj Bcero 3apeructpupoBaHo 773
00npHBIX ¢ TeModuiInell B Bo3pacte OT 1-ro roma g0 46 et u crapiie, ypoBEHb
pacnpoctpanénnoctu cocrasisiet 0,754 B pacuére Ha 100 ThIC. HaceneHus» [42], 4To
IIOYTHU HA MOPSAAOK HUKE CPeIHEMHUPOBBIX OlIcHOK BDI' 1 yKa3pIBaeT Ha BEPOSATHYIO
3HAUUTEIBHYI0  TUIOAMArHOCTUKY. JlumarHoctudeckass ©0a3a  cocpeaoTodeHa
MPEUMYIIECTBEHHO B PecmyOnnKaHCKOM Hay4YHOM IIEHTpe KpoBU MuUHHCTEpCTBa
3IPAaBOOXPAHEHUS] U COLMAIIBHOM 3aluThl HacesneHuss PT, Torma kak MoOJEKyJIspHO-
TEHETUYECKOE TMOJTBEPKJICHUE M OIpeJeieHne WHTUOUTOpOB MeToioM beres3na-

Humerena B cTpaHe mnpakTHdecku HeaocTynHbl. KiroueBoil mpobseMoi octaércs
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nedunut GaxkTopHON Tepanmuu: MPOPIIAKTHIECKOE JICUEHNE KaK CTaHJapT MTOMOIIH
(dakTHUeCKM HE pealu30BaHO, a OO0eCleYeHUEe HOCUT MPEUMYIIECTBEHHO
AMU30/IMYECKUN XapakTep («mo TpeOOBaHUIO»), YTO MPEIONPEACISET BBICOKYIO
YacTOTy FeMapTpPO30B U PAHHIOIO WHBATUAN3ALMIO - B TOM YHCIIE YCYyTyOJsieMyto, o
HaOmoaeHusM B PT, «okapkuM U CyXyUM KJIMMaTOM» U BBICOKOU A0JeH TSHKENBIX (opM
[42]. HamuonanpHash TOCYyHapCTBEHHAs MporpaMma oOecnedeHus OOIbHBIX
remouineit, anaioruuHas poccuiickoi nporpamme B3H, B pecriyOiuke oTCyTCTBYET,
a 3HAYUTEJIBHYIO POJIb B 3aIUTE MPaB MALIMEHTOB U KOOPJAMHALIMKM TOMOILH B34Jia Ha
cebst cozmannas B 2017 r. oGmectBeHHas opraHuzamus «['emodunmsy. BaxapiM
[1aroM CTaj0 BOBJIEYEHUE CTPAHbI B MEXIYHAPOJIHbIE MPOrpaMMbl MOANEPKKU: KaK
coobmaer BOI, «B 2022 romy B crpaHe Obuia 3amyunieHa uWHULMaThHBa BOI
Cornerstone i1 yCTpaHEHHs pa3pblBa B JIHATHOCTUKE M JICUEHUH IIYyTEM
MPEIOCTABICHUS TOAJIEPIKKHU, IKCIEPTU3bI U O0YUYEHUS», TIPU 3TOM ObLIO MPHU3HAHO,
YTO «HEXBAaTKa aJe€KBAaTHOW MEIMIIMHCKON MOMOIIM M JO0CTyla K Ipernaparam i
JICYEHHMsI, MaJIas IPOJIOJKUTENIBHOCTD )KU3HHU, IOPAKEHNUE CyCTaBOB CPEIHA MOJIOJAEKHU
U Jpyrue mnpoOJieMbl MPECcHenyroT JUI] C HapyLICeHUSMH CBEPTHIBAHHUS KPOBHU B
Tamxukuctane», a MUHUCTEPCTBO 3ApaBOOXPAHEHHUS] MPUHSAIO 00A3aTEIbCTBO
«co3/1aTh JIabOpaTOPHIO, CHEHUATUZUPYIOIIYIOCS Ha HApYLIEHUSX CBEPTHIBAHUSA
KpoBH, B HanmonanbsHOM MeauuuHcKoM 1eHTpe , Jludobaxm* B Jymande» [116].
OneiT cocenHux crpad lleHTpasbHONM A3MM IOKA3bIBA€T, YTO IEPBBIM INArOM K
CUCTEMHOM TOMOIIM CTAaHOBUTCS HOPMATHBHO-MeTOAM4Yeckas 06aza: B KbIpreizckoii
PeciyOiimke mom  pykoBoiacTBoM — akamgemuka A.P.  PaumikaHoBa  TIpUHSTO
HAI[MOHAJbHOE KIMHUYECKOE PYKOBOJCTBO, OMNpEIENsionee TIeMOQUINI0 Kak
«HACNIEJICTBEHHOE  3a00JI€eBaHWE CHUCTEMBbl T'€MOCTa3a, XapaKTepHu3ylolleecs
CHIW)KEHUEM WJIM HapylIeHHUEeM cuHTe3a (pakTopoB cBEpThIBaHMS KpoBU VIII mmm [X»
[22, c. 8]; aHamOTUYHBIN KIIMHUYECKUW TTPOTOKOJI AeiicTByeT B Pecriyonuke Kazaxcran
[43]. B PecnyOnuke TamKUKUCTaH NOAOOHOTO HAIMOHAJIBHOIO KIMHUYECKOIO
JIOKYMEHTa, PEerucTpa MAlUeHTOB U CIEUUAIM3UPOBAHHBIX LIEHTPOB remModuiuy,
nocTpoeHHbIX o Mojien BO3/BOI', noka He co3aano. Takum oOpazom, obecrieueHue

oompHBIX Temodunueit B PT TpeOyeT KOMIUIEKCHOTO pelIeHUs: pa3pabOTKu u
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YTBEPKACHUS HAILMOHAJIBHBIX KIWMHUYECKUX PEKOMEHIAUWW, CO3JIaHUs €IUHOIO
perucTpa MalMeHTOB, HaJaXUBAHUS COBPEMEHHOW J1abOpaTOpPHOM JMArHOCTHUKH,
YCTOMYMBOIO TOCYJAPCTBEHHOTO (PUHAHCUPOBAHUSI 3aMECTUTEJILHOM Tepanuu u
dbopMHpOBaHUS CHEIUATU3UPOBAHHBIX IEHTPOB remopuinnu. OOOCHOBaHHE 3THX
MIPUOPUTETOB HA OCHOBE JOCTOBEPHBIX KIMHUKO-AIMUJIEMUOJIOTHYECKUX JaHHBIX O
0onpHBIX TeModunuel B PecniyOnuke TamKUKUCTaH W COCTABIISIET 1IE€Tb HACTOSIIETO

AUCCCPTANNOHHOI'O UCCICAOBAHMA.
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I'JTABA 2. MATEPHUAJI U METO/bI UCCJIEAOBAHUA

2.1. O6mas xapaKTepuCcTHKA KIMHUYECKOr0 MaTepuasa uccjie0BaHus

HucceprannonHas paboTta npoBefeHa Ha Kadenpe BHyTpeHHHUX OoJie3Heit No3
'Oy TTMY um. Abyanu nonu CuHo, Ha 0aze reMarojoruyeckoro otaeieHus 'Y
HMI] PT, xoncynbratuBnoil nonukauauku 'Y HML PT «llugpobaxu» n OKb um.
Kyrounnunosa Corauiickoit obnactu 3a nepuon ¢ 2014 no 2024 rr.

PeTpo 1 mpoCTeKTUBHO MPOAHATIM3UPOBAHBI HCTOPHUH OOJIC3HU ¥ aMOYJIaTOPHBIE
Kaptsl 773 nmauneHTos ¢ ['O.

beimn  ucnonb3oBaHbl  OoTu€THBIE  JOKymMeHTHl  M3uC3  PT o
pacnpocTpaHEHHOCTH, 3200J1€BAEMOCTH U CMEPTHOCTH OT FeMO(UITHH.

Bcero Op110 peructpupoBadHo 773 mamueHTa ¢ TeMopuIHeld MO pa3IudHbIM
peruonam PecniyOnuku Tampkukucran (PT) B Bo3pacte ot 1 roga 1o 46 net u crapiie.
Cpenu HUX MYKXYUHBI COCTaBUIN 758, skeHITUHBI — 15 (pucyHok 2.1).

N3 15 xenmmwmH y 11 oxkasaimce remodpunus A u y 4 TalMEHTOK
3apeructpupoBana remodunus B. 13 11 naruentoB ¢ remopunueit A — 4 okazanuch
nu3 Corauiickoit obyactu B Bozpacte oT 12 1o 36 ner, 5 manueHToK u3 XaTJIOHCKON
obnactu B Bo3pacte ot 35 1o 50 net u 2 u3 ropoaa Jlymanode B Bo3pacte ot 35 1o 37
JeT, Torma kKak ¢ remodwimed B okazamuce — 4 ManWeHTKH W3 padoOHOB
PecnyOinkaHCcKoro nmoaurHeHus B Bo3pacte oT 39 u 69 ner.

Takum oOpazoM, y DOKEHIIMH clydan TeMODWINA TPEUMYIECTBEHHO
JTMArHOCTUPOBAIKMCH B BO3pacTe crapiie 18 jeT, Toraa Kak y My>X4uH 3a00JieBaHHe
pacnpeneneHo 0Ooyiee PaBHOMEPHO IO JCTCKUM U TMOAPOCTKOBBIM BO3PACTHBIM
rpyImam.

Kpurepuu BriIOYEHHS:

1. IMTanmeHThl ¢ MOATBEPKAEHHBIM TUarHo3oM remoduus (A uiu B).

2. Hanmnuume xianHUKO-1a00paTOpHBIX JaHHBIX (ypoBHU (dakTopoB VIII mm [X).

3. IMaumentsl, oOcnenoBaHHbIE U JieuuBlIMecs B HannoHaabHOM MEAMIIMHCKOM
uentpe PecnyOnuku TamkukuctaH u OOJacTHOM KIMHUYECKOW OOJIbHMIIE
nmern Kyrounpnuunosa Corautickoit oomactu B 2014-2024 rr.

4. Bo3pacT mauueHToB oT 1 rosia u crapiue.
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n=773cIT'®D

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

MYK. 7KCEH.

Pucynok 2.1. PacnipenesieHue nanueHToB ¢ reMo(puiineil B 3aBHCHMOCTH OT MOJT0BOM

NPUHAAJICKHOCTH
Kak Bunno Ha pucynke 2.1, '@ B 0OCHOBHOM BCTpeYanach CpeAu MY>KUYHUH IO
CPaBHEHHIO C KEHIINHAMM.
C remoduiueit «A» coctaBuiu 615 yenosek (79,6%), ¢ remoduueit «By» - 158

yei. (20,4%) u ¢ remodunmeit «C» He peruCTPpUPOBAIUCH (PUCYHOK 2.2).

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

Pucynok 2.2. Pacnpenesnenue nanueHToB ¢ reMoguineii B 3aBUCHMOCTH OT UX (DOPMBI

Kpurepuu nckiaroyeHus:
1. [pyrue remopparudeckue 3a00jieBaHus, HE CBSI3aHHBIE C reMOo(uIneH.
2. OtcyTCcTBUE MOATBEPKIAEHHBIX 1a00PATOPHBIX JAHHBIX.
3. Henomnas MemuiimHcKas TOKYMEHTAIIHSI.
Pacnipenenenne 60MbHBIX ¢ TeMOGUINEH IO BO3PACTHO-TIOJIOBOMY aCIEKTy IO
knaccuduxanuu BO3 (WHO) npencrasienst B Tabnuie 2.1.
Taoauna 2.1. PacnipeaesieHue NnauueHToOB ¢ reMo(uIne Mo BO3PACTHO-NIOJI0BbIM

acnexktaMm no kiaaccupuxkanuu BO3 (WHO)

53



My:KYUHBI, 7KeHIUHDI,
Bo3spacr (s1eT) ao0c. 758 ao0c.15 Bcero, a6c.
abe. | % aée. | % 773(100%)
Pacnipeiesienne 1eTCKOro KOHTUHIEHTA 10 BO3PACTY:
Jletn panrero Bo3pacra (1-3 1er) 55 7,3 0 0 55 7,1
Jletu nomrkonpHOTO Bo3pacrta (3—6 ner) 63 8,3 0 0 63 8,2
Jletn mkosbHOrO Bo3pacta (610 set) 87 11,5 1 6,7 88 11,4
Cpennamii mikonbpHbIH (11-14 neT) 36 4,7 0 0 36 4,7
[Moxpoctkm (15-17 ner) 70 9,2 0 0 70 9,0
Bcero: 311 41,0 1 6,7 312 | 40,3
Pacnipenenenue B3pocioro KOHTUHTEHTAa OOIbHBIX:
Momonoii Bo3pact (18—44 ner) 289 38,1 10 66,7 299 38,6
Cpennuii Bozpact (45-59 ner) 73 9,6 0 0 73 9,4
[Tosxumoii Bo3pact (60-74 roma) 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

IIpumeyanue: 111 OLEHKH PAa3IUyuuil B paclpeneNeHNH IalueHTOB [0 BO3PACTHBIM IPYIIaM MEXIY
MY>XYHMHAMHU Y )KEHIIIMHAMU TPUMEHEH Kputepui > [lupcona. YpoBeHb CTaTUCTUYECKON 3HAYMMOCTU TIPUHST
paBHBIM p < 0,05. Pazauuus cuuTanuch CTaTUCTHUECKU 3HaUMMBIMU 11pH p < 0,001.

Kak noka3zano B Tabnuue 2.1, BO3pacTHO-NOJ0BAs CTPYKTypa NALMEHTOB
JTEMOHCTPUPYET 3HaUUMBbIe paznuuus mexay rpymnmamu (P <0,001).

Kak BumHo wu3 tabmuuel 2.1, B wHccieayeMoil BbIOOpPKE OTCYTCTBOBAIHU
HOBOPOXJI€HHBIE (0—28 mHEi), B TOM YHKCIie paHHET0 HeoHatalibHOro nepuoxaa (0—7
JHEH), a Takxke Jnetu rpyaHoro Bospacra (1 mecsu — 1 rox) (0%), 4ro, BEeposiTHO,
CBSI3aHO C MMO3/THEH JUATHOCTUKOM 3a00JIEBaHMSI MJIM HAMIPABICHUEM TaKUX MMAIIHCHTOB
B CIEIUaIN3UpPOBAaHHBIE HEOHATAJIbHBIC IEHTPHL. Kpome Toro, cpemu B3pOCIOTro
KOHTHHT€HTa MallMeHThI CTapueckoro Bo3pacta (75—89 jneT) u noaroxurenu (crapiie
90 neT) He BBISBIICHBI.

B uccnenyemoii koropte npeodiaaanu My>kuuHbl — 758 (98,1%), Toraa kak
KEHIMHBI cocTaBUIU Juib 15 (1,9%), 4To cOOTBETCTBYET X-CLIETUICHHOMY THUITY
HaClIeIOBaHUS TeMO(UITNN.

OO6mee uyncimo aete M MOAPOCTKOB coctaBwio 312 mamumentoB (40,4% ot
oO1mero yucia). Cpeau HUX MPAKTUYECKHU BCE MAIIUEHTHI ObUTH MY>KCKOTO nojila — 311
(41,0% Bcex My>XK4YWH), TOrJa Kak J0Jid ACBOYEK Obljla MUHUMAJIbHOM — 1 ciydait

(6,7% cpenu KEHIIYH).
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HauOonpiias 105151 B AETCKOU T'pyMIle MPUXOAWIIACh HA JIETEH MIKOJIBLHOTO
Bo3pacra (610 mer) — 88 mammentoB (11,4%), cpeau kotopbeix 87 (98,9%)
coctaBisuii Matbuuku U 1 (1,1%) — neBouka. laHHOe pacnpeneneHne, BEposSITHO,
00yCJIOBJICHO TOBBIIIIEHUEM (DU3UUECKONH aKTUBHOCTU B 3TOM BO3pacTe U, Kak
cieAcTBUEe, Oojiee YacThiM MPOSIBIGHUEM TI'eMOPPArdyeckoro CHHApoMa B
YCIIOBUSIX IIIKOJIBHOU HATPY3KHU.

Hetu pannero Bo3pacra (1-3 ner) coctaBunu 55 ciyyaeB (7,1%), Bce malueHThI
OBLITM MY’KCKOTO TioJia. JIeTu onikoasHoro Bo3pacrta (3—6 sier) ObLIu Mpe/iCTaBICHBI
63 marmentamu (8,2%), Takke UCKIIOUUTETHRHO Malbuukamu. HanOosnbiryio m0to
Cpelli AETCKOTO KOHTUHTEHTA COCTaBUJIU JIETU IIKOJIBHOTO Bo3pacTta (6—10 jet) — 88
narueHToB (11,4%), cpeau KOTOpBIX 3apeTUCTPUPOBAHA OJTHA IEBOYKA C TeMODUITUEH.
Cpennwuii mkonbHbINA Bo3pact (11-14 ner) 6pu1 npeactasied 36 manuentamu (4,7%),
Bce — Myxkckoro noisa. [loapoctku (15—17 net) coctaBunu 70 mamueHtoB (9,0%),
TaKXe UCKIIFOUUTENHHO MY>KCKOTO MOJIa.

Cpean B3pocioro koHTuHreHra (n=461; 59,6% or oOmero uwucna
oOcleToBaHHbBIX) Mpeodiaagain MaueHTsl Mojiogoro Bo3pacrta (18—44 ner) — 299
(38,7%). Ilpu >TOM B JaHHOH TPYIIIIE OTMEUATIOCh HaHOOIbIIEE IPEACTABUTEIBCTBO
xeHmH — 10 (66,7% ot Bcex skeHmuH). [laruenTsl moxxunoro Bo3pacta (60—74
rona) coctaBmwin 89 (11,5%), u3 Hux xkeHuwubl — 4 (26,7%). Jluua cpennero
Bo3pacta (45-59 ner) Bcrpewamuch pexe — 73 (9,4%) m ObumM TpeACTaBICHBI
UCKITIOUNTEILHO MY)KIYMHAMHU.

B 1ienom cpenu B3poCiibIX MAMEHTOB 3HAUYUTENIBHO MPeodIafaii My>KUUHbI —
447 (59,0%) mpotus 14 (93,3% B CTpyKType >KEHIIWH), MPU ITOM CTATUCTUUYECKU
3HAYMMBIE Pa3NInyus B BO3PACTHO-TI0JI0BOM pactnpeaenenuu (p <0,001) yka3biBatoT Ha
HEPAaBHOMEPHOE TMPEJCTABUTENLCTBO BO3PACTHBIX TPYII, OCOOEHHO 3a CYET
KOHIICHTPAIUH JKCHIIMH B MOJIOJIOM M TIOKUJIOM BO3pacTe.

[Ipy cpaBHEHWH pacmpeneNieHusT TMAlKMSHTOB IO BO3PACTHBIM TPYIIAM MEXKTY
MYKUMHAMU U KEHIIIMHAMU BBISBJICHBI CTATUCTUYECKH 3HaUMMBbIe paziums (> [Tupcona, p
<0,001). My>kuKHBI JJOCTOBEPHO Yalll€ BBISBIISUIUCH B IETCKOM U MOJIPOCTKOBOM BO3pacCTe,
TOTrJla KaK y JKCHIMH MpeoOiagand B3pOCIbIe M TOXKWIBIE BO3PACTHBIC TPYMIBL ITO
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YKa3bIBACT HA MPUHIMITMAIBHO PA3IMYHbIE JMUJAEMHUOJIOTHUECKUE W KIMHUYECKUE
XapaKTePUCTUKH 3a00J1€BaHMs B 3aBUCUMOCTH OT T10J1a.

Takum 00pazoM, BO3PACTHO-TIONIOBAsl CTPYKTypa MAIMEHTOB ¢ TeMmoduinen
XapakTepu3yeTrcsi aOCOJMIOTHBIM — TpeoOialaHneM MYXKYUH W 3HAYUTEIHHOU
MIPEICTABIICHHOCTHIO JIETCKOTO KOHTHHTeHTAa. CTaTUCTHYECKH 3HAYMMbBIC PA3IHIUs B
pacmpeienieHnd  BO3pPAacTHBIX TPYHN  MEXKIy MYXYMHAMH H  OKEHIIMHAMU
MOATBEPKIAI0T X-CIETUICHHBIH XapakTep 3a00JieBaHUS M OTPaXKal0T OCOOECHHOCTH
BBISIBJICHUS U HAOJIO/ICHUS TIAIIMCHTOB B PAa3JIMIHBIX BO3PACTHBIX TIEPUOIAX

N3 773 nmamueHToB C reMO(UIMEH B3POCIBI KOHTHHTEHT 00CIJIeIOBAHHBIX
00JbHBIX cocTaBmwi 461 dYelnoBek, 4yTO COOTBETCTBYET 59,6% oT oOmiero umcia
NAaIMEeHTOB. AHAU3 paclpeaesieHus 0 CTETICHH TSHKECTH 3a00JIeBaHUS MTOKa3all, YTO
B JIaHHOW Tpymre mpeobnagana cpeaHeTskénas ¢popMa reMopuiing, Kotopas Obuia
nuarHoctupoBaHa y 63,1% nanuentoB. Tsokénas ¢popma 3a0oiieBaHMs BCTpEUanach
MOYTH B JIBa pasa pexxe u cocrasmia 29,0%, Torna kak jérkas popma remopuiinu Oblia
BbISIBJICHA JINIIG Y 8,0% MalMeHToB, 4To JeNaeT €€ HauMEHEee MPEACTABICHHON Cpein
Bcex popm (pucyHnok 2.3).

[Tpu ananu3ze ¢popM 3ab0eBaHUS YCTAHOBIIEHO, YTO BO BCEX CTENEHSIX TAKECTH
npeoOamana remopuiaus A, Tora kak reMmoduaus B BcTpedanach 3HAYMTEIBHO PEXKE,
YTO  COOTBETCTBYET  OOMICHPHUHSATHIM  DMHIEMHOJOTUYECKUM  JIaHHBIM O
nomuHupoBanuu nepunura dakropa VIII vang nedummrom dakropa 1X. Ilpu stom
COOTHOIIIEHHE (OpM TreMODUIUU COXPAHSAIOCh HE3aBUCUMO OT CTENEHH TSHKECTH

3a00JI€BaHUA.

n=461(59,6%)
¢ I'® (B3pocaas)

n= 133 (29,0%)

n=37 (8,0%) n= 291 (63,1%) TSKEI0€

JErKoe TeUueHme

CpeIHeTsKEI0e

| KORVA I'D «B» IT'd «A» I'd «B»
n=8 n=29 ( 78,3%) n=243(83,2%) n=48 (16,4%)
(21.6%)

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



Pucynok 2.3. PacnipeesieHue B3pOCJ/ibIX MAIMEHTOB ¢ reModuIneil no TSKeCTH TeYeHH st

3a0oJieBaHus U eé popmam

Kak BumHO Ha pucyHke 2.3, MOJy4YEHHbIE pe3yJIbTaThl CYIIECTBEHHO
OTIMYAIOTCA OT JaHHBIX psAJia OTCUECTBEHHBIX U 3apyOEKHBIX HCCICIOBAHHM, B
KOTOPBIX BeAylIas pojib IPUHAJICKUT JIETKOU popme reMoPpuiInm.

BrisBIIeHHOE B HACTOSAIIEM MCCIIEIOBAHUN TTPEOOIaaHie CPETHETSDKENBIX U
TSOKENBIX  (opM 3a00JIEBaHUS CPEId B3POCIBIX TMAIMEHTOB, MPOKUBAIOIIUX B
PecnnyOnuke TamKuKUCTaH, BEPOATHO, OOYCJIOBJICHO TO3JHENH JAHUArHOCTUKOM,
OTPaHUYEHHON JOCTYMHOCTHIO CHEIMAIM3UPOBAHHON T€MaTOJIOTHYECKON MTOMOIIH, a
TaK)K€ HEJIOCTAaTOYHBIM OXBAaTOM IMALUEHTOB C JErkUMU (opmamu remoduauy,
KOTOpbI€, BBHUIY PEIKOCTH KIMHUYECKUX TMPOSBICHUN, pexe oOpamarorcs 3a
MEJIUIIMHCKONW TOMOIIBI0O M OCTalOTCA BHE IMOJs 3PEHUS CHEUUATU3UPOBAHHBIX
PETUCTPOB.

Takum 00pa3om, NPEICTABICHHOE pACIpeAeNiCHHEe OTPakaeT pealibHbIe
OCOOEHHOCTH BBISBIIIEMOCTH U MEIULMHCKOIO HAOMIOAEHUS B3POCIbIX MALIUEHTOB C
remopuiueir B  ycnoBusx PecnyOnukum  TamkukuctaH U NOAYEPKUBAET
HEOOXOJUMOCTh  COBEpIICHCTBOBAHUS  CHCTEMbl  paHHEM  JUarHOCTUKH U
JTUCTIAHCEPHOTO HAONIOACHUS, OCOOCHHO Yy TMAIMEHTOB C JErKUMU (HopMaMu
3a00JIeBaHusl.

B uccnenoBanme Obutm BKIOYEHBI 312 geTeit ¢ remoduiameil, U3 KOTOPBIX
n€rkas CTeNeHb TsDKeCTH 3a0ojeBaHMs BbIABIeHa y 52 mamweHToB (16,7%),
cpeaHeTskEnas crenenb —y 147 nmamuentoB (47,1%), a Tsokénast CTeneHb TEUSHUS — Y
113 manuenToB (36,2%); npu 3ToM cpeau OO0NbHBIX C JIETKOU (hopmoil 3ab0neBaHus
remouiust A nuarHoctupoBana y 35 nmereit (67,3%), remoduius B — y 17 nereit
(32,7%), B rpymie co CpPemHETSHKENBIM TedueHueM reModwins A BeisBieHa y 98
nanueHToB (66,7%), remopunus B — y 49 manuentoB (33,3%), Torma Kak cpeau
MAIMEHTOB C TSKEIBIM TeUECHUEM 3a00JI€BaHUS 3aPETUCTPUPOBAHBI UCKIIOUUTEIHHO
ciydau remopuanu A (113; 100%), mpu oTcyTcTBUU TSHKENBIX Gopm remodrinu B
(pucyHok 2.4).

Kak mnokazano Ha pucyHke 2.4, B JETCKOM KOHTHHIE€HTE NALUEHTOB C
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remommmeir (n = 312) B cTpykType 3a0oyieBaHHsI TpeoOiamanyd MalUeHThl CO
cpeaHeTskENbIM (47,1%) u Tsxénbm (36,2%) TedeHurem, Toraa Kak JErkue Gopmsl
BCTPEYAJIMCh 3HAUUTENbHO pexe (16,7%). Bo Bcex rpynmnax, He3aBUCUMO OT CTEIIEHU
TSOKECTH, JOMUHUpOBaa Temoduius A; mOpu 3TOM TPH  TOKEIOM TEUCHHUH
3a00JIeBaHMs OHA perucTpupoBaiack uckimrouuTeabHo B 100% ciygaeB. OTcyTcTBHE
TsOKENBIX PopMm reModuniuu B MoxkeT cBUIETETLCTBOBATh 00 0COOCHHOCTSIX KIMHUKO-
TeHETHYECKOT0 TEUCHUSI IAHHOTO BapraHTa 3a00JeBaHUs INOO OTpakaTh CrenuduKy

dhopMUpOBaHUS UCCIIEAYEMOT0 KOHTUHI€HTA MAIlUEHTOB.

Bcero ¢ nerckon
I'® n=312(40,3%)

!

Cpennetsixéno

€ TCUCHUC

TIKECTH n=113
=147(47,1%
n=52(16,6%) N=147(47,1%) (36,2%)

/ \ / < N

Tsaxénoe
TEUEHHE

JIérkas
CTEIICHb

ro-A o -B o - A I'd-B [o-A
n=17 n=35 n=98 n=49 (33,3%) n=113
(32,6%) (67,3%) (66,6%) (100,0%)

Pucynok. 2.4. PacnpenesieHue nauueHToB € 1eTCKON remodu/imei mo creneHu TAaKeCTH

TedeHus1 3a00s1eBanus U ero ¢popmam
Yacrora BcTpedwaemoctu remodrnmu A m B cpenu cenbckoro M ropoacKoro

HaceJICHUs MpeACTaBIeHa Ha pUCYHKeE 2.5.
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080% -

070% -
060% -

050% -

B XKutenu cena
040% -
B XuTtenu ropoaa
030% -
020% -

010% -

000% T f
re A foB

Pucynok 2.5. Yacrora BcrpedyaemocTy remopuiuu A u B cpeau cejibCKOro u ropoJcKoro

Ha nmpexacraBinenHoM pucyHke 2.5 TMoOKa3zaHa 4YacToTa BCTPEUYAEMOCTH
remobuniuu A U B cpeau cenbCkoro U ropojckoro HaceneHusi. Cpenud OOJIBHBIX
remodunuent Tuna "A" — 77,0% cocraBustot xutenu cena, 23,0% — xutenu ropoja.
OTo yKa3biBaeT Ha 3HAYMTEIbHOE MPeo0JIaJaHhe CEIIbCKOTO HACEJICHHsS Cpenu
narueHToB ¢ remodmmmeit Tuna "A". Cpenu 6onpHBIX reModuaueit Tuma "B" 63,0%
COCTaBJISIIOT cenbekue xutenu, 37,0% — ropoackue.

Takum o6pazoM, kak npu remoduinnu tuna "A", Tak 1 Tuna "B", HanGonbras
JIOJISI TIAITUEHTOB MPOKUBACT B CEIIBCKON MECTHOCTH (OCOOEHHO BBIPAXKEHO MPU THIIC
"A" — 77%. D10 MOXET oTpaxaTh JHOO 0OoJjiee BBICOKYIO PaclpOoCTPaHEHHOCTH
3a00yieBaHUS B CEJIbCKUX  peruoHax  (BO3MOXKHO, M3-3a  TI'€HETHUYECKOM
MIPEAPACTIOIOKEHHOCTH W OJM3KOPOJCTBEHHBIX OpakoB), JTUOO OrPaHHUYCHHYIO
JOCTYITHOCTh MEIUIIMHCKOM IMOMOIIH, BCIACACTBUE YET0 MAIMEHTHI U3 TOPO/Ia JTyUIlle
JTUATHOCTUPYIOTCS | JICUATCs, CHIKAs BRIPAXKEHHOCTh MaHU(PecTHBIX (hopm. JKurenu
cena 6onerot B 1,7 paza yaiie, 4em ropoja.

VY 37 6onpHBIX ObLIa 0OHapY)eHa mpuobpeTéHHas Ggopma reMoQUIng, U3 HUX
34 ciyyast ObUIM Cpeid MY>KUUH U 3 — Cpein KEHIIIHH.

KpuTtepun Briovenus: Hamu4yre BepuUIIMPOBAHHOTO AHArHO3a TeMOMUITUU
C TeMapTpo30M B aHaMHe3€, OTCYTCTBHE JPYTrMX HO30JIOTMUECKHX 3a00JeBaHUMN
CyCTaBOB, COTJIACHE IMIAIIMEHTOB, OTCYTCTBHE JaHHBIX O MPOTHBOIMOKA3AHUAX K

MIPOBEICHUIO MAarHUTHO-PE30HAHCHOW TOMOTpaduu.
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Kpurepun wuckiaodeHus: acconuanus TeMOQUIMYECKON apTpomaTtuu c
JPYTUMHU HO30JIOTHUSIMH CYCTaBOB, OTKa3 OOJBHBIX OT Y4YacTUsi B HCCIEIOBAHUM,
HEJIOIyCTUMOCTB IpoBeeHnust MPT.

Bepudukanuusa quarsosa cTaBuiIach Ha OCHOBAaHUM KiacCU(PUKAIUN MPUHATOU

MKB-10.
2.2. MeToabl UccJIeI0BAHUSA

[Ipu remodunuu uisi TUArHOCTMKM U MOHHUTOPUHIA COCTOSIHUSI TNAllMEHTa
IIPOBOJMIIM CJIETYOLIUE UCCIIEIOBAHU.

OO0HmeKJINHHYEeCKHEe aHAJN3DI.

OO1uit aHamu3 KpoBH, OOIIMI aHAIN3 MOYH, KOIIpOrpaMmMa.

buoxumuyeckuii aHanmu3 KpoBHW: OOmMUKA OenoK, aibOyMWH, MOYEBHUHA U
kpeatunuH, ACT, AJIT, OunupyOuH, xene3o, GeppUTHH, ypOBEHb BUTaMuHa /l.

Hns  onpenenenuss aepuuura (PaKTOpoB  CBEPTHIBAHUS  MCHOJbB3YHOTCS
cnenuuUecKkue KOaryJoJOru4ecKue MeTOoAbl: AaKTUBUPOBAHHOE YaCTUYHOE
TpomOorutactuHoBoe  Bpemsi  (AUTB)  sBnsiercs  KJIIOYEBBIM  [OKa3aTesieM
KOaryJorpaMMbl, KOTOpBIM yka3biBaeT Ha gedunmt ¢akropoB VI wmm IX.
Omnpenenenne AYTB npoBoamiock ¢ momoieio Habopa peareHToB « AUTB-Dn-TecT»
(Poccust). DTOT TecT MO3BONSET OLEHUTh BHYTPEHHHUI IyTh CBEPTHIBAHUS KPOBH U
NPUMEHSETCA U1 JUArHOCTUKHM KOAryJIoNnaTUi, KOHTPOJS TEpalmuy TenapuHoOM, a
TaKKe JUIsl BBISIBJICHUS APYTUX HApPYLIEHUH reMocTasa.

Metoauka onpenesenuss AUTB: 3a60p KpoBU — BEHO3HYIO KPOBb COOMpaIn
B IPOOHMPKY C LUTPATOM HaTpus (AaHTUKOAryJsSHTOM), KOTOPBIH CBSI3bIBAET HOHBI
KaJIbLIUS Y TIpeIoTBpallaeT cBEpThiBaHuE. Jlanee nmpoBOAMIOCH LIEHTPpUPYrupoBaHue
IUIa3Mbl JJI1 OTAENEHUs OT (OPMEHHBIX D3JIEMEHTOB KpOBH. 3aTeM J00aBisuId
pEareHThl. KAOJIMH WJIM JJIJIarOBYI0 KHCIOTY, KOTOpbie akTuBupyioT ¢akrtop XII
(Xaremana), 3amyckasi BHyTPEHHUN MyTh KOaryjasiuuu, (Hochonunuabl — 3aMEHSIOT
pOJIb TPOMOOLMTOB B Ipoliecce CBEPTHIBAHUSA, MOHBI KaJbLUs — HEOOXOIUMBI IS
aKTUBALMK CBEPTHIBAIOLIUX (HaKTOPOB (MOCIE yaleHUsl IUTpaTa HaTpusl), U3MEPSIIU

BpeMsi CBEPTHIBAHUSA, T/Ie (PUKCUPYETCS BpeMsi OT MOMEHTA J00aBICHUS KaIbIUs JI0
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oOpazoBanus pubpunoBoro cryctka. Hopmanbasie 3nauenus AUTB: 25-35 cexkynn —
HOpMa JUIsi OOJIBIIMHCTBA JTA0OPATOPHid, YBEIMUYEHHE BPEMEHHM YKA3bIBAET HA PHUCK
KkpoBoTeueHuil. CokpallleHue BPEMEHH TOBOPUT O TUMEPKOATYJSAIMU U PHUCKE
TPOMOO30B.

ITpu remodpunuu daxropsl ceépreiBanus (VIII, IX) onpenensiu ¢ moMmouibio
KOAaryJoJOTHYE€CKUX U UMMYHOXUMUYECKUX METO/IOB.

Koarynonoruueckum METOI0M OIIEHUBAIIN AKTUBHOCTH (PAKTOPOB CBEPTHIBAHUS
B MPOLEHTAaX OTHOCUTEIBHO HOPMBI. METOJ OJHO3TalHOro AEe(PHUIMTHOrO TeCTa —
HamOoJyiee pacrpocTpaHéHHbIl  crmoco0. OcHOBaH Ha W3MEPEHUU BPEMEHHU
CBEPTHIBAHMS IUIA3Mbl IIAIMEHTA B CMECH C HOPMAJIBHOM IUIa3MOM, JIMIIEHHOMU
uccienyemoro ¢axkropa. CpaBHUBAETCS C KOHTPOJIbHBIMU 00pa3namu. Mcnonb3oBanu
JUIs omipeiesiennst akTuBHOCTH (hakTopoB VIII, IX.

Metoa XpoMOreHHOTo cyOcTpara — 6ojee TOUHbIA MeTo . Yale npuMeHsieTcs
JUIL TOYHOM auarHocTku remopunumu A m B. OcHoBaH Ha crnenuduIecKoM
pacHICTVICHUd CUHTETUYECKOTO cyOcTpaTa akTuBUpoBaHHBIM (aktopoM (VIla wmm
[Xa). Pe3ynbrar pukcupyercs no u3BMEHEHUIO OKPACKH.

NMMyHOXMMHYECKUM METOJIOM  OMNpPEACsId  KOHIICHTpauio  (haxTopoB
cBépThiBanus. DA omnpenensnm KOIMUYECTBEHHOE COJECpXKAHUE aHTUTeHa (pakTopa
VIII nnm IX.

Omnpenensimu npotpomObuHoBoe BpeMsa (I1B) mo Keuky: ¢ ucnonb3oBanuem
TpoMOOIUTACTHHA C BBICOKMM HWHAEKCOM UYYyBCTBUTEJIBHOCTH M3 Habopa peareHTOB
(Poccus). ITporpomobunoBoe Bpems (I1B) — oObIYHO OCTaBajoCh B Mpeesiax HOPMBI,
TaK Kak IpoTpoMOMHOBOE BpeMs He ObL10 3aTpoHyTo. [IporpomOunoBoe Bpems (I1B)
OOBIYHO OMPENENSETCS C HCIOJb30BAHUEM OJHOTO M3 CIEAYIOIIUX METOJ/IOB:
Kj1accuyeckuid Mmetos1 KBUKy — OCHOBaH Ha I0OABJIEHUHM TKAHEBOTO TPOMOOIUIACTHHA
Y MOHOB KaJblLHUs K IUIa3Me€ MAlHUEHTa, MOCJIE YET0 U3MEPSAETCS BpeEMsI CBEPTHIBAHMSL.
OTOT METOJ MUPOKO MPUMEHSETCS B KIIMHUYECKON MTPaKTHKE.

TpombGunoBoe Bpems 1o Biggs omnpenmensyii ¢ HCHOJIB30BaHUEM
JIMarHOCTUYECKOro Habopa peareHToB « TpomOo-TecT» (Poccust). TpomOuHOBOE Bpemst

(TB) — onieHuBasIO MOCHEAHUE ATAIbl CBEPTHIBAHUS KPOBH, @ UMEHHO MPEBPAILICHUE
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¢budpuHorena B GuOpUH 1Mo ASHCTBHEM TPOMOHHA.

[TpuHnMn MeTona: K IUTa3Me KPOBU TAaIlMeHTa J00aBiseTCsl CTaHAapTHOE
KOJIMYECTBO TPOMOUHA, U (PUKCUpPYETCs Bpemsi 00pa3zoBaHus GUOPHUHOBOIO crycrka. B
npobupky BHocAT 0,2 Ma 1masmbel, gobasmstor 0,1 M pactBopa TpomMOMHA
(cTaHIapTHOM aKTUBHOCTH), 3aCEKAIOT BpeMsi CBEPThIBaHUS npu Temmneparype 37°C.
Pesynbrar uxcupyior B cekyHnax. HopmanbHble 3HaU€HHSA: TPOMOMHOBOE BpEMsI
coctaBiigeT 14-21 cekyHay (MOKET BApbUPOBATHCS B 3aBUCUMOCTH OT MCIIOIb3YEMBbIX
pPEaKTUBOB M JaOOPATOPHBIX CTAHAAPTOB). JMArHOCTUYECKOE 3HAYEHUE: YIIMHEHUE
TB mwnabmiomaercs mnpu runopudOpuHOoreHemun u auchudbpunoreHemuu, JIBC-
CHUHIpPOME, TEpanmuu TeNapuHOM WU HHTHOMTOpPAMH TPOMOHWHA, TPHU TSKEIBIX
3a0o0sieBaHUAX NeueHu. YKkopoueHue TB BcTpedaercs pexe, HO MOXKET HaOJII01aThCs
IIPY MOBBIIIIEHHOM KOHIIEHTpaluu (puOpuHOreHa.

®ubpuHoren omnpenensiin Mmetogom Kiaycca (KoaryjaoMeTpuyecKuii METO.),
OCHOBaHHBIM Ha H3MEPEHUU BPEMEHU CBEPTHIBAHUS IUIA3MbI IOCIE J00aBICHUA
OO0JIBIIIOr0 KOJUYECTBA TPOMOMHA, YTO MTO3BOJISIET ONPEACIIUTD YPOBEHb (prOpruHOTEeHA
HE3aBUCHUMO OT BIHSHHS APYTUX (HaKTOPOB CBEPTHIBAHUS C MCIIOJIB30BaHUEM Habopa
peareHToB «D@ubpuHoren-rect» (Poccus);

Konuentpanuto D-nqumepa onpenensiyiv JaTeKc-arrJioTHHAIIMOHHBIM METOJIOM,
OCHOBaHHBIM Ha arrJIIOTUHAIIMHU JIATEKCHBIX YaCTHUI], TTOKPHITHIX MOHOKJIOHAJIbHBIMU
aututrenamMu K D-mumepy.  VIHTEHCHMBHOCTH — arrjilOTHHALMM  OLCHUBAJIU
TypOUJUMETPUYECKH 10 HM3MEHEHHIO OINTUYECKOM TUIOTHOCTH, KOTOpas MpsiMO
IPONOPIMOHANIbHA KOHIIEHTpaluu D-auMepa B ucciiefyeMoil miazme.

MeTtoauka usmepenus: nocie 100aBIeHus peareHTa ¢ JaTeKCHBIMU YaCTUIIAMU
K MCCIJIElyeMOM T1a3Me MPOUCXOIUT arr0TUHALIMS, €CJIM B 00pa3iie NpucyTcTByer D-
auMep. DTOT MPOLECC OLIEHUBAIH TYPOUAUMETPUUYECKH (TI0 U3MEHEHHUIO ONTHYECKOM
IUIOTHOCTH). YeM BbIllIe KOHIIEHTpalusi D-1uMepa, TeM WHTEHCUBHEE arriIiOTHHALINS
U, COOTBETCTBEHHO, U3MEHEHHNE ONTUYECKUX XapaKTEPUCTUK PacTBOPA.

YpoBHM (PaKTOPOB CBEPTHIBAHMS
o ®akrop VII (mpu remodpunmu A)

o @axrop IX (mpu remoduuu B)
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o ®aktop XI (mpu remopunuu C)
OTPEIENSUIA OAHOCTYIEHYAThIM KOAryJIIIIMOHHBIM TECTOM.

Omnpenensiin MHruOUTOPHI K paktopam cBépThiBaHus (Bethesda assay) — mpu
MO/I03PEHUHU Ha TPUOOPETEHHYIO TeMO(DUIIHIO WM Pa3BUTHE aHTUTET.

['eHeTrueckoe TeCTUPOBAHUE IPOBOWIIM JIJISl BBISIBJICHUSI MyTaluii B reHax F8
(remodunust A) wiu F9 (remodunus B).

HccnenoBanu IokasaTeny CBEPTHIBAIOLIEH CHUCTEMBI KPOBHU C BBISBICHUEM
ypoBHs (aktopoB VIII wm IX. Koarymsuumonnsii ¢akrop — VIII onpenenen
OJTHOCTQIMITHBIM METOJIOM, C TPUMEHEHUEM TUTa3MbI, KOaryJsinoHHoro (gakropa VIII
(«Siemensy, 'epmanus);

- KOaryJsiuMOHHbIA (aktop — [X BBISBIEH OJHOCTAIMWHBIM METOJOM, C
HCIOJIb30BAHUEM TIJIa3Mbl, KoaryssiiuoHHoro gakropa X («Siemens», ['epmanus).

Meron Obul ucnonb30BaH B pedepeHcHbIX nabopaTopusax. Onpenensiau
akTuBHOCTH (pakTopoB VIII u IX mo ckopocTu peakiuu ¢ cyocTpaTamu.

JIMarHOCTHKA MHITMOUTOPHOM (popMBbI reMoOPUINM BKIIIOYaIa KIMHUYECKOE
OLICHMBAHUE W CIELHUATM3UPOBAaHHbIE Ja0OpaTopHble HccienoBanus. KimHuueckoe
nojo3peHne (GopMUPOBATIOCH TPU CHIKEHUH 3S(H(HEKTHBHOCTH 3aMECTUTEIHHOU
Tepaluy, yYalleHUW W YTSKEIECHUM KPOBOTECUEHMM, a TaKXKE€ IpPU OTCYTCTBUU
okujiaeMoro noseiiieHus ypoBHs ¢akropos VIII u IX nocne undysumn.

JUist MCKIIOYEHUST W TOJATBEPXKACHUS WHTHOUTOpHOU (opmbl remModunuu
MCIIOJIB30BAIM JABYXATAMHYIO KOPPEKIMOHHYIO MpoOy. [lepBbIM 3TaroM BBIMOIHSIIH
MUKC-TECT: IUIa3My MHallMeHTa CMENIMBAIN C HOPMAJIBHOM IJIa3MOW B COOTHOILIEHHH
1:1 u ompenensiin AUTB. OtcyrctBue Hopmanuzauun AYTB pacuenuBanu kak
MPU3HAK BO3MOKHOI'O UHTUOUTOPA.

BTopsiM 3Tanom npoBOAWIM UHKYOUPOBAHHBIA MUKC-TECT, IPU KOTOPOM CMECH
ma3M MHKyoupoBaim 1-2 gaca ipu 37°C ¢ mociieayromnmM MOBTOPHBIM U3MEPEHUEM
AUYTB; ymiuHeHWe mnokasaresiss Mocje MHKYyOalluM CBUIETEIBCTBOBAIO B IOJIB3Y
HAJIMYUsI THTUOUTOPA.

Jlnst moaTBepxkAeHUsT UHIMOUTOPHOUM (OPMBI M MPOBEAEHUS ClieUU(PUUIECKUX

JMArHOCTMYECKUX TECTOB TMAlMEeHThl C TeModuianel Obumm o00cieoBaHbl B
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reMarojiornyeckux ueHrtpax Poccuiickon @enepaunu. s MOATBEPKICHUA
MHTUOUTOPHOU (hOpMBI TEMO(DHIINY U TPOBEAEHUS CHEU(PUUECKUX TUATHOCTHYECKUX
TECTOB BBINOJIHSUIM KOJIMYECTBEHHOE ONpe/ielieHre MHrHOUTOpoB MeTogoM Bethesda u
moaudumupoBanHbiM Nijmegen—Bethesda Tecrom, msmepenne aktuBHoctH FVIII u
FIX omHOATamHBIM KOAryJSITUOHHBIM W XPOMOTCHHBIM METOJaMH, a TaKkKe
omnpenenenne crnenupuueckux IgG-antuten Kk  Qpakropam  CBEPTHIBAHUS C
UCIOJIb30BaHUEM UMMYHO(GEPMEHTHOTO aHAIIM3A.

Onpenensiii  ypoBEHb SJEKTPOJIUTOB KPOBU (HATpUM, Kalaui, KaJbIUH,
dbochop) KoOI0pO-HOTOMETPUYSCKUM METOJOM, OCHOBAaHHBIM Ha HM3MEPCHHH
MHTEHCUBHOCTHU OKPACKHU pacTBOPA MOCJE B3aUMOICHCTBUS ONPEALIIIEMOro BEIECTBA
C XUMUYECKMM pPEakTUBOM. [IpwHIMI MeToja 3akiaroyaics B TOM, YTO CHadJaia
MOJATOTOBWIIM HCCIIEyEMYI0 IUIa3My WJIH CBIBOPOTKY KpPOBU. 3aTeM J100aBiIsUIH
peareHThl: crnenupuyYecKue XHUMHUYECKHE BEIECTBA, BCTYMAIONIME B PEAKIUIO C
MOHAMH DJIEKTPOJIUTOB, OOpa3ys OKpalIeHHbIE KOMIUIEKCHL. [lanee wu3mepsum
abcopOuum:  ¢doTomMeTp  (PUKCHUPYET HM3MCHEHHE  ONTHYCCKOW  IUIOTHOCTH,
MPONOPLMOHATIEHOE KOHIEHTPALIMH BEIIECTBa B o0pasLe.

Hatpuii (Na*) — onpezensii ¢ UCIONb30BaHUEM PEaKTHBA, COIEPIKAIIEro HOH-
cnenupuyecKre KpacuTenu, Wikl METOJJOM HENPSIMONA HOHOMETPUHU.

Kammit  (K¥) — BbISBISIM ¢ TIOMOIIBIO  pEakiuii ¢ HATPUEBOM
TeTpadeHUI00paTHOM COMBIO, TPUBOAAIICH K 00pa30BaHUIO MyTHOTO OCAaJIKa.

Kangpumit (Ca?*) — ompemeisii MO OKPAIIMBAHHIO B IMPHCYTCTBUH OPTO-
Kpe3osdTajgenHa KOMIUIEKCA C KaJIbI[UEM.

docdop (P)—garmie Bcero mpuMeHsUTH METO/ C MOJIUOaTOM aMMOHHS, JAIOIIUM
CUHe-ToJIy0o€e okpatrBanue (peakius ¢ pocdaramn).

- (¢akrop Bunnedpanna (VWF) onpeneneH MMMYyHOTYpOUIUMETPUYECKUM
cnocoboM Ha ocHOBe Habopa peareHToB «VWFAg», mpousBomutesb «Siemensy
(I'epmanus). UMMyHOTYpOUIUMETPpUUYECKUN CIOCOO OCHOBAH Ha peakIMyd aHTUTEH-
antuteno. llpu stom cnenuduueckue antutena kK (axropy Bumiebpanga (vWF)
CBsI3bIBatOTCs ¢ MoJiekyiaamu VWF B oOpasiie KpoBu, 00pa3ysi UMMYHHbIE KOMIUIEKCHI,

KOTOPBIE BHI3bIBAIOT MOBBIIIEHUE MYTHOCTH (ONTHYECKOM MJIOTHOCTH) PacTBOPA.
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Metonuka: nobasieHue peareHToB (Habop «VWFAgQ», Siemens, ['epmanus),
dbopMupoBaHUE€ HWMMYHHBIX KOMIUIEKCOB Mexay VWF wu  croemuduueckumu
aHTUTEJIaMU, U3MEPEHHUE ONTHUYECKON IJIOTHOCTH C TOMOIIbIO aBTOMATHYECKOTO
aHaju3aropa, pacuéT KoHleHTpauu VWF Ha ocHOBaHWHY KaTMOpPOBOYHON KPHUBOM.

OueHuBau creneHb 00JIeBbIX OLIYIIEHUI 1O BU3YaJIbHOM aHAJIOrOBOM
mkane (BAI), E. Huskisson, (1974): manmenty mpeiarajioch OIEHUTh CTEIICHb
BBIPAKEHHOCTH 0O0JIM, OPUCHTUPYSCH HAa TOPU3OHTAIBHYIO JIMHUIO JiuHOK 10 cM, Tae
0 OayIoB COOTBETCTBOBANIMU ,,0TCYTCTBHIO Oonu®, a 10 OamioB — ,,MakCHUMalbHO
BBIPAKEHHOM, HEBBIHOCUMOM 00nu*. B MHTEpHpeTanuu noJly4YeHHbIX pe3yibTaTtoB: 0
— ,,0TcyTcTBUE Oomu‘’; 1,5-2,0 Gamna — ,,He3HauuTenbHas 6016; ot 3,0 10 4,5 6ay10B
— ,,yMepeHHas 0omnp‘; >5,0 GamioB — ,,cwibHas 6onp‘; 7,0-8,5 GamioB — ,,04eHb
cribHasA 00sb; 10 6aJU10B — ,,HEBBIHOCHMAs OOJIBb .

CTeneHb mnopakeHUsi CYCTaBOB (MHACKCOM Puum) omnpexensyiv 1o
KOJINYECTBY CYCTaBHBIX NopaxeHnil. MHnexkc Puum — 3TO KOJIWYECTBEHHAs OLICHKA
BOCHAJIUTEILHOTO TTOPaXEHUSI CyCTAaBOB, OCHOBAHHAs Ha MaJIbIALIMK M ONPEACICHUN
0OJIE3HEHHOCTH CycCTaBoB. lcmonb3yercss i OLIEHKU TSDKECTH apTpuTa MpHu
reMopIiK ¥ APYTUX BOCTIAIIMTEIBHBIX 3a00J€BaHUSX CYCTaBOB. /{7151 TOT0 KasKIbIid
CycTaB OIleHHBaIH 10 MmiKajiae oT 0 70 3 B 3aBUCUMOCTH OT BBIPAKEHHOCTH OOJICBOM
peaKkiuu npu najabnanuu (tTabnaumna 2.2).

Tabdimna 2.2. BbajinbHasi OLEHKAa BBIPAXKEHHOCTH 00/1eBOil peakuuu MpH

najblnanmun

baan Xapaxkrep 00/ NpH NAJbNALUH

bonu "er

bonb IIpU naJibranun

0
1
2 bonw u rpumaca nanuenTa
3 bon

b, COIMMPOBOXAArOIIasACA FpHMaCOﬁ n pe(b.]leKTOpHHM OT,Z[éprI/IBaHI/ICM KOHCYHOCTH

CymmapHusblii 6a/1 mHAekca Pudu onpenensercs kak cymMMa 0ajuioB MO BCEM
uccieayeMbIM cycTtaBam. Uem Bblllle HHJIEKC, TeM 00Jiee BBIPAXKEHO BOCIIATICHHE.

I[I/IaFHOCTl/I‘IeCKaﬂ H JieyeOHas INYHKIIUA CYCTaBOB. Y IIalHUCHTOB C
65



reModuIMel MpU reMapTpo3ax NPOBOAWIACH AUATHOCTUYECKAss U JieyeOHas
IIYHKIHSI CYCTABOB, BKJIIOYAIOIIAS 3BAKYAL[UI0 TEMOPPATUYECKOTO COJIEPKUMOTO
1 OLIEHKY €ro XapakTepa.

¥Y3U cycraBoB (yibTpacoHorpadus) MpoBOAUIN 57 nalueHTam ¢ reMopuinei
Ha ammapare «Aloka S8D-1100. Ammapar «Aloka S8D-1100» — BBICOKOYACTOTHBIH
VY3U-ckanep, obecnieunBarOMUi AETATU3UPOBAHHYIO BU3YAIM3AIIMI0 MITKUX TKaHEH
U CYCTaBHBIX CTPYKTYp. OlleHKa COCTOSIHUSI CYCTAaBOB y MAallMEHTOB ¢ TeMO(UINEH,
BKJIFOYAsl BBIABICHHE T€MapTPO30B, CHHOBHAIBHBIX WM3MEHEHUW, TUIEPTPOdum
CHHOBHUAJIbHOM O0OOJIOYKM M JIETEHEPATUBHBIX HW3MEHEeHMM xpsmia. Mcciepopanu
KOJICHHBIE, JIOKTEBbIC, TOJICHOCTOIHBIE, TA300€/IPEHHBIC U TJICUEBBIE CYCTABHI.

OcHoBHBIME Y 3-TIpU3HAKaMH reMO(PHINYECKON apTPONaTUU SIBUIUCH: TEMApPTPO3
— HaJIMYME aHAXOTCHHOW WJIM THUIOIXOTCHHOM >KUJKOCTH B CYCTAaBHOM IOJIOCTH,
runepTpodusi CHHOBHAIBHON 000J0OUYKH — YTOJNIIEHUE (>2 MM), TUIIOIXOT€HHAsI WU
CMEIIaHHAsl CTPYKTypa, (UOpO3HbIE M3MEHEHUS — TUIIEPIXOTCHHBIC BKJIIOUCHHUS B
CUHOBHUAJIBHOM O0O0JIOYKE, XpAIIEBbIE W KOCTHbIE M3MEHEHUSI — CHIDKCHHUE
HXOTE€HHOCTH CYCTaBHOTO XPAIla, TPU3HAKK dPO3UH, CYyOXOHIPAIIbHOTO CKJIEPO3a.

JIEHCUHOMETPHIO C MCCIIEIOBAHUEM MUHEPAIBbHOW TUIOTHOCTH KOCTHOW TKaHU
OTIpEJIeISIA B OCJIPEHHBIX KOCTSIX U B MOSCHUYHBIX MTO3BOHKAX.

JIByxoHepretuueckass peHTreHoBckas abcopoumomerpusi (DXA, DEXA) —
30JI0TOM CTaHAAPT JJI1 U3MEPEHUS INIOTHOCTU KOoCcTu. U3mepssin BMD B noscHuaHOM
OTJIeJle TIO03BOHOYHUKA, OCEJApEHHONM KOCTHM u Tmpeiaruieube. lMcnonb3oBanu Ba
PEHTIEHOBCKUX My4YKa pa3HOW IHEPTHUM JJIs OIEHKHU COJECPIKAHUS KaJbLUS U JIPYTUX
MuHepasioB. Hanbosee TouHblid METOT SISl AMAarHOCTUKU OCTE0IOPO3a.

KT-nencutomerpust (QCT — xonuuectBennas KT) no3Bossier uzmepste BMD
B TpaOeKyJspHOM M KOPTHUKAIbHOW KOCTH OTAENbHO. Mcmonb3yercs pexe u3-3a
0O0JIbIIEH JTy4eBOM HArpy3KHU.

OueHuBanu IMoKa3aTeld CTAaHAAPTHOrO OTKJIOHeHUs (SD), Ha OCHOBaHHE
nokasaresnei pocra, Beca (T-kputepuii), Bozpacta (Z- kputepuii) (r/cm?).

T-kpurepuii (T-SCOre) — cpaBHEHHE TUIOTHOCTH KOCTH € MOJIOI0H HOpMOit (18-
30 ner). Hopma: > -1,0, ocreonenus: ot -1,0 go -2,5, octeonopos: < -2,5, TAKEIBIM

octeornopo3: < -2,5 + Hanmume mnepeioMoB, Z-kpurepuil (Z-SCOre) — cpaBHEHHUE C
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HOPMOM 11 BO3pacTa M ToJjia ManueHTa (BaKHO IS JAETeW, MOJIOJBIX JIFOJEH U
BTOPUYHOI'O OCTEONIOPO3a).

O030pHYy1I0 peHTreHOrpadgui0 KOCTHO-CYCTABHOM CHCTEMbI IPOBOJUINA B
IPSAMOM, OOKOBOM ", pu HE0OXOUMOCTH, KOCOU MIPOECKLIMSX
(Bunnep M.I'., 1992) nnst OUEHKH COCTOSIHUSI KOCT€M M CYCTaBOB, BBISIBIICHHS
[IATOJIOTMYECKUX W3MEHEHWH, BKJIKOYas JIETCHEPATUBHBIC, BOCHAIUTEIBHBIE U
TPaBMaTUYECKHE MPOLIECCHI.

Pentrenorpaguio BBIMONHSIIM U1l CIENYIOIIMX O0JIacTeil: IMO3BOHOYHUK
(ledHbId, TPYAHOH, MOSICHUYHBIM OTHENbl), KOHEYHOCTH (IUIEYEBBIE, JIOKTEBBIE,
Ta300€IpeHHbIC, KOJECHHBIC, TOJCHOCTONHbIE CYCTaBbl), KHUCTU M CTOIbI, Ta3 H
KPECTLIOBO-TIO/IB3/IOIIHbIE COWJICHEHHS. BBIABIAIN reMOpUINYEcKyl0 apTpONaTUIo
(npu remMopuINM), YTOJIIIEHUE CUHOBUAIBLHON OOOJIOUKH, PACIIMPEHUE CYCTaBHBIX
HIeNed MPU OCTPBIX IeMapTpo3aX, CYKEHHE CYCTaBHOW IIEIHW NPH XPOHUYECKOM
TE€YEHUHU, AePOpPMAIUIO0 CYCTaBHBIX KOHIIOB KOCTEH, MEPEIOMbl M TPAaBMaTUYECKHUE
U3MEHEHUs, BHYTPHUCYCTaBHbIE IIOBPEXKJIEHHUS, OCTEONOPO3 M METa0O0JINYECKHe
3a00JieBaHUsl KOCTEH, YMEHBLICHHE KOCTHOM IUIOTHOCTU (PEHTIeH-IPO3PAYHOCTh
KOCTEH), NICTOHYEHHE KOPTUKAJIBHOTO CJIosl, eopmMaluio MO3BOHKOB (BIABJIECHHBIE
NIEPEJIOMBI), JI€T€HEPATUBHO-IUCTPOPUUECKUE U3MEHEHUs (apTpO3, OCTEOXOHJIPO3),
CYKEHHE CYCTaBHBbIX LIeJiel, ocTeopuUThl (KOCTHBIE pa3pacTaHusi), CKJIEpo3
CyOXOHJIpaNibHOW KOCTH, A€(QOpMallMI0 CyCTaBHBIX MOBEPXHOCTEN, BOCHIATUTEIbHBIC
npouecchl (apTpPUTHI, OCTEOMHUEIHUT, reMOo(UINYecKas apTponaTHs), pacllupeHHe
CYCTaBHOM IIENM B PAaHHUX CTaausX, IPO3UU CYCTaBHBIX INOBEpXHOCTEH (y3yphbl),
JNECTPYKILMS KOCTH, IEPUOCTAIbHBIE peakuuu (YTONIIEHHE HaJKOCTHHULIBI).

KomnbiotepHass Tomorpadgusi ¢ BbICOKOI pa3pemiawineil cnoco0HOCTbHIO
(KTBP) u maruutHo-pe3oHaHcHasi Tomorpapusi (MPT) cycraBoB u Kocreid.

KTBP nu MPT npumeHnsun fuist 1eTaabHON BU3YJIM3AaLUA KOCTHBIX M CYCTaBHBIX
CTPYKTYD, BBIABJICHMS MAaTOJOTMYECKUX HW3MEHEHHMM, OLEHKH MSITKO-TKaHEBBIX
KOMIIOHEHTOB U JIMarHOCTUKM XPOHMYECKUX 3a00J€BaHUI CycTaBOB (BKIJIIOYas

reMo()IIMIeCKyI0 apTPOIATHIO).
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KomnbrorepHas Tomorpadgusi ¢ BbICOKOI pa3pemiawineil cnoco0HOCTbHIO
(KTBP). Meronuka: UCHONB3YIOTCS TOHKHE cpe3bl (<1 MM) H cHenuajibHbIC
aJITOPUTMBbI PEKOHCTPYKITUU JIJIs IE€TAIBHOM OIIEHKH KOCTHBIX CTPYKTYp. KoHTpacTHOE
YCUJIEHUE TPUMEHSETCS MPU MOJO3PEHUH Ha OIyXOJIEBBIM MPOLECC WIIA BOCIAJICHUE.
JlnarHoctuyeckass I1[EHHOCTb: OTJWYHAs JIeTaJU3allds KOCTHBIX HM3MEHEHUM
(mepenomsl, necTpykius, ckiepos). [lone3na npu remopuInyeckoi apTpornaTuu s
OLICHKH JPO3Hi, OCTCOPUTOB, MU3MEHEHUU CYCTaBHOM Ienu. XOPOIIO BBISBISET
MOJAHAJKOCTHUYHbBIE KPOBOMBIMSIHUSA U Kanbludukatel. Menee nnpopmatuBHa st
MSATKHUX TKaHeH (CHHOBHAIBHOW 000JIOUKH, XPsIa, CBA30K). JIydeBast Harpy3ka BhIIIIE,
yeMm nipu MPT.

MarnuTHO-pe3oHancHass ToMmorpapuss (MPT) cycraBoB u Kocreii.
Bremonusercs B pexumax T1, T2, STIR, PD, GRE. Ilo3Boaser 6e3 koHTpacTa
BU3yaIM3UPOBATh MsTKUE TKaHU. KOHTpacTHOE ycuieHue (raoJuHuii) UCTIONb3yeTCs
IpU TMOJO3PEHUU Ha BOCIHAJICEHHE WIM OmyXonu. Jlyumas MeTonuka sl OLEHKHU
CUHOBHAJIBHOW OOOJIOYKM U Xpsia. BpIsBISET reMapTpo3bl, CHHOBHUAIBHYIO
runepTpoduio, CyoxoHapaIbHbIe U3MEHEeHUs. MeToj BeIOOpa i1t TeMOpUINIEeCKOM
apTponaTuv B paHHUX cTagusax. [IpoTWBOMOKa3aHUsS: METAJUIMYECKUE WMILIAHTHI,
kiayctpodobus, 6epeMeHHOCTh B | TpuMecTpe.

AHATM3MPOBAJIN KYMYJISITUBHBIM MHIAEKC KOMOPOMIHOCTH: IPU WHJEKCE
«0» comyTCTBYIOIIME MATOJIOTUU OTCYTCTBYIOT, TP «1» — Hanu4Ke JErKOoro TeUeHusl
3a0oyieBaHusl, «2» — HaJu4he COIMYTCTBYIOIIMX MATOJIOTHH, TpeOyroumx
MEIMKAaMEHTO3HOM Tepamnuu, «3» — HaJIu4he MaToJIOTUH, CIOCOOCTBYIOIIUX
MHBAJIMJIHOCTH NAlUEHTA, «4» — accouuaius 3a00JIeBaHUN C TSKEIBIM TEUEHUEM U
pa3BUTHEM TMOJMOPTaHHONW HEJOCTATOUYHOCTHU, C HEOOXOJMMOCTBHIO HEOTIOKHOU
ITIOMOIIH OOJIEHBIM.

CornacHo pa3paO0TaHHOMY ONPOCHUKY, PACCUUTHIBATIU KyMYJISITUBHBIA UHIEKC
koMmopOumuoct  (Charlson, 1987), cymMmupys Hamu4usi  COIyTCTBYIOIIUX
3aboneBanmii: ot 0 10 18 oneHUBaeTcs Kak JETKU YPOBEHh KOMOPOUIHOCTH, OT 19-
36 — cpeaHuit ypoBeHb, OT 37 10 56 — BHICOKHUIA.

IIcuX03MOLMOHAIBHYIO 1€3aJaNTAMI0 MAUEHTOB ONPEACIISAIN 10 METOLY

Cmmip6epra-XaHuHa ¢ UCITOIb30BaHUEM IICHXOHMArHOCTHIECKOTo MeToda [Kamsarun
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B.A., 2006]. CocTosiHHe AenpecCHH ONpeeIsuIn IIKaIoM aenpeccuu ['aMuIIbToHa.

C ucnoab3zoBanuem onpocuuka MOS SF-36 y nauueHToB ¢ reModuamne
ompeneNsIA  TMOKAa3aTeJId  KadecTBAa  JKH3HHM:  OLEHEHbl  (u3Mueckoe
¢dbyukimonupopanue  (O@D), posieBoe  PYHKIHMOHHPOBAHUE, OOYCIOBICHHOE
¢buznyeckum coctosinueMm (PO®), unrencuBHocts 6onu (Mb), oOmiee cocrosiHue
3nopoBbs (O3), xuzHenHsie cwibl (OKC), counuanbHoe (ynkuuonupoBanue (CD),
poJieBoe (DYHKITMOHHPOBAHUE, OOYCIOBICHHOES AYMOIIMOHATIBLHBIM cOCcTOSTHHEM (PDD),
U cocTosiHue ncuxudeckoro 310poBbs (I13). OTnenbHO OIEHUBAINCH MPOSBICHUS
JIETIPECCUH M TPEBOTM KaK KOMIIOHEHThI IICMXO3MOILIMOHANIBHOTO craryca. Jlns
KaXKJIOT0 MallMeHTa pe3yJIbTaThl ObUIN MpeodpazoBanbl B 0amibl oT 0 1o 100, rae 6onee
BBICOKHME 3HAYEHUSI COOTBETCTBOBAJIN JIYUILIEMY COCTOSIHUIO 3JI0POBBSI.

JIJIl OlleHKM BJIMSIHUA IKOJOTMYECKUX (PAKTOPOB, HETATUBHO BIUSIONIUX HA
T€YEHUE TeMO(WINH, UCTIOIb30BAIUCh ApXUBHbBIE JaHHBIE TaJKUKCKOTO LIEHTpa IO
W3YUYCHUIO U KOHTPOJISI OKPYIKAIOIIEH Cpeibl, YIIPABICHUS MO THAPOMETEOPOJIOTUN U
MOHUTOPUHTY CAHUTAPHO-3MUIEMHUOJIOTHYECKOr0 HaA30pa.

PacnipocTpaHéHHOCTh (J10JI1 MAIMEHTOB C OINpPEICICHHBIM 3a00JICBAaHHEM B
MOMYJISIIUM HAa KOHKPETHBI MOMEHT BPEMEHU WJIM 3a OINPEJCICHHBIA TMEepUo/)
ONpENEeNsyii Ha OCHOBE SIHUJIEMHOJIOTMYECKUX HCCIEIOBAHUN KOMIUIEKCHBIM
MOJXO0/IOM, BKJIIOYAIOIIMM aHaJIU3 PETHCTPOB, BKIIOYAIONIUMX aHAIU3 JIAHHBIX O
3a00JICBAEMOCTH M TEHETHYECKOW TMPEeIPaCTONOKEHHOCTH TeMOGUINu (pEerucTp
MAlMeHTOB ¢ TreMouiIneil, TOMyJSIMOHHBIC HCCIEOBAHUS  MEIUIIMHCKOM
JIOKYMEHTAIIUU, CTaTUCTUYECKUN M TeHETHMYECKUU aHaliu3bl, aHaJU3 POJCTBEHHBIX
CJIy4acB).

PacnpocTpanénHocTb 3a001eBaHMsl ONpenesuin Mo (Gopmylie HUCUUCICHUS
konnyecTBa 3a0oeBanmii Ha 100 000 sxuTeneit; pacCUUTHIBAIN, KaK OTHOIIICHUE YUCIa
MEPBUYHBIX OOPAIICHHI K CpeIHeN YMCICHHOCTH HaceleHus, yMHoxeHHoe Ha 1000.

®opmyJia pacyéra:

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

rae: P — mokazarenps pacrpoctpaH€éHHocTH (00bIYHO BhIpakaeTcs Ha 1000, 10
000 umum 100 000 nacenenwmsi), N — KOJIMYECTBO 3apErMCTPUPOBAHHBIX CIy4yaeB

3a00seBaHMs, | — YUCIECHHOCTh U3y4aeMOH MOMYJISAIUKA, N — MHOXKHUTENb (HAIpuMep,
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1000 mmu 100 000.

IIpoBoauiIu 3NHMIAEMHOJIOTHYECKHE MCCJICI0BAHUA, TAaKHE KaK: aHAIN3
MEJIUIMHCKUX KapT, pErUCTPOB NALMEHTOB, ONPOCOB U AHKETUPOBAHUS.

Bepudukauus auarsosa reMopuJus CTaBWIACh COTJIACHO YTBEPKIEHHOU
BO3 MKB (X nepecmotpa).

Craructuyeckas 00padoTKa TaHHBIX TPOBOIUIACH C UCIIOJIb30BAHUEM MTAKETOB
Statistica 10.0 u SPSS 22.0. [Ins cpaBHEHMs] HE3aBUCUMBIX BBIOOPOK MPUMEHSIU
kpurepuii ManHa—YutHn winm  t-kputepuit  CTBIOJEHTa IIPU  HOPMaJIbHOM
pactipenenenuu. KauecTBeHHbIE NPU3HAKK aHATU3UPOBAIIA ¢ TToMoIIbIo > [TupcoHa,
TIPH MAJIbIX OXKHIAEMBIX 3HAYCHMSX — C MONPABKOil MeiiTca MM TOYHOro KpUTEpHs
®Ouepa. C ydéTOM HEPABHOTO U MAJIOr0 00bEMA CPAaBHUBAEMBIX HE3aBUCHUMBIX IPYIII
JUISL OLEHKH MEXTPYIIOBBIX pa3auuuii (B TOM YHCIE MpPU aHAJIU3€ PEIKUX
HaOMo/eHnii) mnpumMmeHsics  t-kputepuit  CThIOZIeHTa € TIONpaBKOM — Yanua,
MO3BOJISIFOIIMKA  YYUTBIBAaTh HEOJHOPOAHOCTH aucnepcuil. Kputnueckuil ypOBEHb
CTaTUCTUYECKON 3HAYMMOCTH mpuHHMaics paBHbIM p <0,05. Jlns cpaBHeHud
HECKOJBKUX TPYII HUCIOJb30BAIM OJHO(PAKTOPHBIM JUCIIEPCUOHHBIA aHaIu3

(ANOVA). YpoBeHb CTaTUCTUUECKOIN 3HAUUMOCTH NpUHUMAaU paBHbIM p<0,05.
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I'TABA 3. OnuaeMuoJiorudeckne, peruoHaJAbHbIe, KIMHHUKO-J1a00paTOPHbIE H
HHCTPYMEHTAJbHbI¢ 0COOCHHOCTH reMO(HJIMHU U e€ 0c10)KHeHus B PecniyOiinke

TamKuKHUCTAH

3.1. DnuaeMuoJoruYeckuii aHajau3 3a00/1€eBA€MOCTH W PACHPOCTPAHEHHOCTH
OCHOBHBIX (popM remopuJIinM B pa3jinvyHbIX peruoHax Pecnyoimku Tagkukucran

3a mepuoxa 2014 - 2024 rr

HccnenoBanue BBIMOIHEHO Ha Kadeape BHYyTpeHHUX Oonesnelt Ne3 TOY TIMY
uM. AOyanu nOuu CuHo, Ha 0a3e reMaToJIOrM4ecKoro OTAEIECHHS U KOHCYJIbTaTHBHOM
nomukiauHuky 'Y HMI PT «llludgobaxm», u OKb um. Kytounmmunoa Corauiickoit
obnactu 3a nepuon ¢ 2014 mo 2024 rr.

Petpo u nmpocneKkTUBHO MpoaHATU3UPOBaHbl aMOYJIaTOPHBIE KapThl U UCTOPUU
00JI€3HN HAXOIMBIIIUXCS HA CTAIMOHAPHOM JICUCHUHU TTAIIUCHTOB.

Bcero Obm1o peructpupoBano 758 My 4uH B 15 KEHITUH ¢ TeMO(HIUCH I10
paznuuHbIM perrnonaMm PecnyOnuku Tamkuxuctan (PT) B Bo3pacte ot 1 roga mo 46
jeT u crapme. PacnpoctpanéHHoCcTs TemModminu u3ydanu B pacuére Ha 100 ThIC.
HaceJeHUs.

[To pmanHbpiM HamuoHanbHOTO peructpa, B 2024 roxy B Pecnybnuke
TamxukucTan ObUIO 3apeructpupoBaHo 773 mamueHta ¢ remoduiauei. I[lpu
YUCJIEHHOCTH HaceineHuss crpanel 10,288 MIIH 4YenoBeK pacnpOCTPaHEHHOCTH
3aperucTpupoBaHHON reModuiiun coctaBuia 7,5 cinyuas Ha 100 000 naceneHusl.

N3yuenue pacnpocTpaHEHHOCTH TeMO(GUIUU M0 pa3iudHbIM peruoHam PT
MoKa3ajgo, 4To paloHbl pecnyonukanckoro mnoguuHenust (PPII) 3anumanu
[JIABEHCTBYIOIIYIO0 posib (n=251; 32,5%), XarnoHckas obnacte (n=216; 27,9%)
3aHMMaJja BTOPOe MecTo, Ha TpeTheM Mecte — Corauiickas odaacts (n=191; 24,7%), 4
Mecto 3aHuMman ropopa Jymanbe (n=100; 12,9%) u HauMeHbIllee KOJIUYECTBO
nanueHToB U3 I'BAO (n=15; 1,9%) na 100 Thic. Hacenenusa. Cpenu MalMEHTOB C
reMouiMel npeBanupoBaid My 4uHbl (758 uenosek, 85,1%).

B 40,0% cmy4aeB remodunus BcTpeuanach a0 18 mer. C remodunmeit «Ax»
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coctaBmiu 615 yenosek (79,6%), ¢ remodpunueit «By» - 158 wen. (20,4%) u remodrus
«C» He BcTpeyanach.

Takum o6pazom, B Pecniybnuke TaaKuKUCTaH ypOBEHb paclpoOCTPaHEHHOCTH
remodmnu coctasisieT 7,5 ciydas Ha 100 Teic. Hacenenus. Hanbompimme mokazarenu
ormeueHsl B PPII, BTOpoe MecTo 3aHuMaer XatjioHCKass 0O0OJacTh, TPEThE —
Corpnuiickasi obnactb, uyeTBEpTOe — ropoi JlymanOe, a HauMeHbIIash YacToTa
3apeructpupoBana B ' BAO.

Hamu npoBen€H cpaBHUTEIBHBIN aHAIN3 AITUJEMHUOJIOTHUYECKUX TTOKa3aTenei
remorinu (B a0CONIOTHRIX 3HAYEHUSIX U MPOIIEHTHBIX J0J5X) 3a nepuoy 2014-2024
rr. (Tabmuma 3.1).

[lonyueHHble AaHHBIE CBUICTEIBCTBYIOT 00 YCTOMYHMBOM pPOCTE OOIIETo
qucia nanueHToB ¢ remodunueit — ¢ 333 ciaydaeB B 2014 r. 1o 461 ciaydas B 2024 r.,
YTO COOTBETCTBYET aOCOJIOTHOMY MPUPOCTY +128 manueHToB 3a aHAIU3UPYEMBII
nepuoj. HauOonblive exeroaHble YBETUYEHUS YHUCICHHOCTH KOHTHUHIECHTA
3apeructpupoBanbl B 2019-2020 rr. (+24 u +26 COOTBETCTBEHHO).

B crpykType 3a0osieBaHHMS Ha MPOTSHKCHUM BCETO TEPHOJIa HAOIIOACHUS
JOMUHHUpOBajia remouinsg A, oaHako €€ yAeNbHBbI BEC HMEN IOCTENEHHYIO
TeHACHIIUIO K CHWKEeHUI0 — ¢ 94,0% B 2014 1. 1o 83,9% B 2024 r., HECMOTps Ha
aOCOJIIOTHBIN POCT YHCJIa MAaIMEeHTOB ¢ JaHHOW dopmoit (¢ 313 mo 387 cmyuaen).
ExeronHplii NpUpOCT MAIMEHTOB ¢ TeModuineid A HOCUII HEpaBHOMEPHBIM XapakTep
U B [IOCTIEHUE TO/Ibl XapaKTEPU30BaJICs MUHUMAIbHBIMU 3HAUEHUSIMH.

B T0 xe Bpems remodwims B nemoHcTpupoBania CTaOMIBHBIM POCT KakK B
aOCOJIFOTHBIX, TaK U B OTHOCUTEJIBHBIX MMOKA3aTEJISIX: YUCIIO MAIlMeHTOB YBEIUYUIOCH
¢ 20 no 74 cnydaes, a yaenbHbiid Bec — ¢ 6,0% m0 16,0% 3a uccienyemblii mepuo.
HaunbGonee BeipaxkeHHbIN pocT nonu remoduivu B ormeden mocme 2018 roma, uto
OTpa)KaeT U3MEHEHHUE CTPYKTYPbI 3a001€BAEMOCTH B CTOPOHY YBEJIMUECHUS YI€IHOTO

Beca JaHHOU (POPMBI.
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Tadamuma 3.1. Junamuka u cTrpykrypa remopunum A u B y B3pociaoro

KOHTUHIeHTa (20142024 rT.)

Bcero ATD ro A Ir'oB IroB
Ton NAIHEHTOB 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
IIpumeyanmue:

JOJIH (%) pacCUUTaHbl OT O6H.[€FO qHrciia B3pOCJbIX MTAUCHTOB B COOTBCTCTBYIOLIEM I'oly, p — CTATUCTUYICCKAA
3HAYUMOCTb TpEHAA AOJIN I'® B no rogaM OnC€HCHa MCTOAOM OMHOMHUAIIBEHOM JIOTHCTHYECKOMH perpeccnn

(p<0,001)

Taxkum 00pazoM, aHAIW3 TUHAMUKH U CTPYKTYPbl TeMODWINH Yy B3POCIOTO
KoHTUHTeHTa 32 2014-2024 rT. BBISBUJI MOCTYyNATENIbHBIA POCT OOIIEH YHCIEHHOCTH
NAlMEHTOB MPU COXPAaHEHUU ITOMUHHUpYIOIIEH poiau remopuinnu A. OJHOBPEMEHHO
OTMEUEHA TEHJEHIIMS K OTHOCUTEIHLHOMY YBEIWYCHHIO noiu remodwminu B, gto
IOPUBEIO K TMOCTENEHHOMY M3MEHEHUIO CTPYKTYPHOTO COOTHOIIECHHS (OopM
3a0oneBanus. [lomyuyeHHble JaHHBIE YKa3bIBalOT HA HEOOXOJUMOCTh y4€Ta
BBISIBIICHHBIX AMUIEMHOIOTHYECKUX TEHJICHIIUI npu IJIAHUPOBAHUU
CHEIUATN3UPOBAHHON MEIUIIMHCKON TOMOIIM, JIEKapCTBEHHOro oO0OecreyeHus: u
OpraHu3alid  JIOJATOCPOYHOTO  JUCHAHCEPHOTO  HAONIOJCHHS  TMAIMEHTOB  C
reMorIne.

AHaIn3 TMHAMUKU YUCJICHHOCTH JieTel ¢ remoduiuei B Bo3pacte 10 17 net
3a nepuos 2014-2024 rr. mokaszan yCTOWYMBBIA POCT OOILIETO YKCiia MAIUEHTOB — C
101 B 2014 roay mo 312 B 2024 roay, 4TO COOTBETCTBYET YBEJIIMUCHHIO OoJjiee ueM B 3
paza (tabnauna 3.2). Ha mpoTspkeHMM Bcero nepuoja HaOMIOACHUS OTMedaycs
€KEroJIHbIM MPUPOCT YHUCia MalMeHTOB, BapbhpoBaBmMi oT +12 no +28 cimydaeB B

rojJi, C MAKCUMAJIbHBIM yBenn4ueHuem B 2024 rony.
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B crpykrype 3a0oneBanus B OOIBITMHCTBE JIET JOMHUHUPOBaIa reMormms A,
yACNBHBIM Bec KoTopou konebancs oT 65,3% no 86,4%. HaubGonee BbicOKUt
nokaszarenb Aoju remodunuu A 3apeructpupoBat B 2021 roay (86,4%), mocie uero B
2022-2023 rr. HaOMrOaMach OTHOCHUTENIbHAS CTAOMIM3alMsl MOKa3aTeliss Ha YPOBHE
83,8-85,6%.

Tadamua 3.2. lunamuka u ctpykrypa remopuiauu A u B y aereii <17 ger (2014—
2024 rr.)

eTH ATD o A I'oB I'oB
I'on <{L[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

Mpumeuanne: nomu (%) paccuuTansl oT obuiero uucia neredd 0-17 jeT B COOTBETCTBYIOIIEM TOAy, P —
cTaTUCTHYeCKas 3Ha4MMOCTh: TpeHnx Aonmu ['d B mo romam (doructmueckas perpeccust) p=0,000; caBur
cTpykrypsl A/B B 2024 1. 10 cpaBrenuio ¢ 2023 r. (x2 2x2) p=0,000

B 2024 roay BBISIBIEHO CYILIECTBEHHOE M3MEHEHUE CTPYKTYpbl 3a00JI€BaHMUS:
abCOJIIOTHOE YHCJIO TAIMEHTOB ¢ reModuiaueir A CHM3WIOCh Ha 15 ciydaeB 1o
cpaBHEHUIO ¢ 2023 ro0M, YTO CONPOBOXKAATOCH YMEHBIIEHUEM €€ YAEIBLHOIO BECa 10
73,1%. OTHOBpEMEHHO OTMEYEH PE3KUI POCT YKCIIa MAIMEHTOB ¢ reModunuei B — ¢
41 no 84 genoBek (+43 ciyuas), B pe3yJibTaTe 4ero a0Jist remoduianu B yBenuuniach
10 26,9%, 4TO ABISIETCSI MAKCUMAaJIbHBIM 3HAUYE€HUEM 3a BECh NIEPHUO]] HAOIIOICHHUS.

BoisiBieHHble CTpyKTypHble caBurd B 2024 rogy MOTYT OTpaxaTh Kak
YIy4IIeHHE BBISIBISIEMOCTH Temoduiuu B, Tak M mepecMOTp AMAarHOCTHYECKUX
MOJXO/IOB, a TaKXe BO3MOXKHOE YTOYHEHHE HO30JOTMYECKON BEpUPUKALMU
MAIMEHTOB, paHEE€ OTHECEHHBIX K IPYIINe reMopuinu A.

Takum oOpazom, 3a nepuoa 2014-2024 rr. oTMeueH BbIpaKEHHBIM U YCTONYHUBBIN
pOCT ymcIa JieTed ¢ reMo(riineid, YTo CBUIETEIBCTBYET 00 YIyUIlIEHUN JUATHOCTUKH
U perucTtpanuu manueHtoB. [emogunuss A Ha TPOTSHKEHMM BCEro Iepuoja
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HAOJNIOZCHUS OCTaBajlach JOMHUHHUpYMOmed Qopmoit 3aboneBaHus, OJHAKO €&
yACIbHBIN BEC UMEJ BhIpA)KEHHbBIEC KOJICOaHMUS.

B 2024 roay 3aperucTpupoBaHO 3HAUYMMOE U3MEHEHHUE CTPYKTYPhl TeMOpUIUN
c yBenuueHuem nosu remoduinu B u camkennem nonu remodunuu A. CTpyKTypHbIE
n3meHenus 2024 roja yka3blBalOT Ha HEOOXOIUMOCTh YIIYyOJIEHHOTO aHAIN3a IPUIUH
nepepacnpeaeieHus dbopm reMopuiInH, BKJIIOYAs JIMarHOCTUYECKHE,
OpraHu3allioOHHbIe U reHeTndeckue (aktopsl. [lomyueHHbIe TaHHbBIE 1IEIeCO00pa3HO
VUYUTHIBATh MPHU IUJIAHUPOBAHUM JIEKAPCTBEHHOrO OOECIEUYEHUs W OpraHu3aluu
CHEIUATM3UPOBAHHON TOMOIIIH JIETSM C TeMO(IITHEH.

3.2. AHaaM3 pPerHoHAJbHBIX 0COO0eHHOCTell M (akTOpbl, 00yCJI0BIMBAIOIINE
pasan4dnbie popmbl remopuiinn B Pecnnydiuke Tamxukucran

Pe3ynbraThl HalIMX MCCIIEIOBAHUN MTOKA3aJId, YTO PETHOHATbHbBIE OCOOEHHOCTH
remomnu B Pecniybnuke TamkukucTan B OONBIIMHCTBE CIIy4aeB OBLIN CBSI3aHBI C
MHOTOYHMCIICHHBIMU (DaKTOpaMu: HACIEICTBEHHO-TEHETUYECKON MPUBEPKEHHOCTHIO,
HU3KOM  MEAMIIMHCKOM  00€CHEeYeHHOCThI0,  COLMAIbHO-HEOJIAronoyqYHbIMU
YCJIOBUSIMH, KIMMATOAKOJIOTUYECKUMH YCIOBUSIMU, OT HEKOTOPBIX (PEHOTUMHUYECKUX
OCOOCHHOCTEM MaIMeHTOB (LIBET KOXH, aHTPOTIOMETPUYECKUE JITaHHbBIC), OT YPOBHS
BUTaMHUHA «J[».

HacnencreeHHO-TeHETHYECKAs TPUBEPKEHHOCThH Y MAIIMEHTOB ¢ TeModuiuen A
u B, B OCHOBHOM, ObllIa CBSI3aHA C MPEBATMPOBAHUEM IMAIIMEHTOB M3 MHOTOJICTHBIX
cemeit (63,0 u 57%), 6auszkopoacTBEHHBIX OpakoB (25,0% u 21,2%) 1 NOBBIIIEHHBIM
PUCKOM TIepeaun TeMO(WIHH 110 HACIEICTBY.

Huskas wmeaunuHckas oOecriedeHHOCTh TmanueHToB (87%) dakropamu
CBEpTHIBaHMS, OCOOCHHO B TPYJIHOJOCTYIHBIX U CEIbCKUX pailloHaX CTpPaHbl, YTO
MPUBOJUT K 3aI103/1aJI0M JUArHOCTUKE U JICYEHUIO.

[Tozmuee oOpamenune camux naiueHToB (73%) ¢ remodumeit 3a MEAUITMHCKON
MOMOIII0, YTO BJIEYET 3a COOOM yBEIMYEHHME YACTOTHI OCIOKHEHUMU, YTSKENSeT
TeueHue 3a00JIeBaHUS U YXY/IIIAeT KAYECTBO KU3HH.

Huskuii ypoBenb oOpazoBanus (73%) u 1uioxas OCBEIOMJIEHHOCTb Kak
MenuIMHCKUX paboTHUKOB (70%), Tak U camoro HaceneHus (98%) o remodunuu, e

KIIMHUYCCKUX IIPOABIICHUAX H crocobax HpO(i)I/I.HaKTI/IKI/I IIpUBOAAT K PE3KOMY

75



YBEJIMYCHHUIO TSOKETBIX OCJIOKHEHUM, B TOM YHCJIE K JICTAIBHBIM HCXOJaM. OJTO
TpeOyeT MOBBIIICHNUS YPOBHSI OKa3aHUsI METUITMHCKOW TIOMOIIIH, a TaK)XKe pa3pabdoTKu
npoPHIIaKTUIECKUX Mep W 00pa30BaTENbHBIX MporpamMM s WHGOPMHPOBAHUS
MEAMIIMHCKOTO MEePCOHaNa O TeMOUITHH.

OtnenpbHOE BHUMAHHUE CTOUT YIEIUTh KIMMATOAKOJIOTHMYECKUM YCIOBUSIM
Tamxukucrana. Jletnuit mnepuon B PecnyOnuke TakukuctaH OTJIMYAETCS
MPOJIOJKUTEIBHBIM JKapKUM U CYXHM KJIMMAaTOM.

Bce nmoctynuBmme 6osibHbIe B O0bHUILY ¢ reModuineit «A» (n=615) u «B»
(n=158) pacmpeneneHsl MO BpeMEHAM Troja: JIETOM YHCIIO MOCTYIHBIIUX OOJBHBIX
MPEBATMPOBAIIO TI0O OTHOIICHUIO K JPYruM rnepuoaam roja (n=415; 67,5% u n=85;
53,8%), ocennto (n=107; 17,4% n n1=31; 19,6%), 3umoii (1=35; 5,7% n n=19; 12,0%),
BecHoM (M=58; 9,4% u n1=22; 13,9%) (pucyHok 3.1).

Kak BumHo Ha pucynke 3.1. yacTtoTa TOCHUTAIM3UPOBAHHBIX OOJBHBIX C
remMouinei Oblia pa3TUYHON B 3aBUCHMOCTH OT CE€30HA rojia.

B nerHe-oceHHMI EpUO rojia 4acToTa rOCHUTAIU3UPOBAHHBIX MAIIMEHTOB C
['® «A» u I'd «B» yBenumumBanack (67,5% u 53,8%; 17,4% u 19,6%), Torna kak B
sumHauit (5,6% u 12,0%) u Becennui nepuonanl roga (9,4% u 13,9%) xonumdecTBo

IMOCTYIIMBIIUX 0O0JILHBIX YMCHBIIAJIOCH.

70% 068%
060% - 054%
050% -
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JleTto OceHb 3uma BecHa

Pucynok 3.1. boibHble ¢ reMopuineit «<A» n «B», mocrynupuime B KIMHAKY B 3aBUCUMOCTH

OT Ce30Ha roaa
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B otamume ot auir ¢ 6onee TEMHON KOKHOM OKPACKOM, MAaIIMEHTHI CO CBETIIOMN
OKpackoil Koxku npu remopuinnu A u B BcTpedanuch 3HaunTenbHo vaie — B 67,4% u
56,1% ciydaeB COOTBETCTBEHHO.

B OonpmmHCTBE CiyyaeB y TMalMEHTOB C reModuiued HabI0amach
acteHudeckass KoHctutyuus (85,0% u 67,9%) u oOHapyXeH HU3KUNA YpOBEHb
BuTaMuHa «JI» (25,0% u 23,0%).

OpHoit M3 peruoHajdbHBIX OcoOeHHocTel remodwinu B PecmyOnuke
TamxukucTan aBisieTcss To, 4yTo u3 773 manuentoB 15 (1,9%) manueHToK cTpajgaiu
remommeit. M3 15y 11 okazanace remodunvs A u'y 4 mariueHTOK 3apeTuCTPUPOBaHA
remouius B. 13 11 mauuentos ¢ remopunueit A — 4 okazanuch u3 Corauiickoit
obnactu. C remouiirieit A ObUTH BBISBJIICHBI TAIIMEHTKU B Bo3pacte oT 12 110 36 ner,
IIATh JKCHIIWH U3 XaTJIOHCKOW o0iactu B Bo3pacte 35-50 ner u nBe u3 Jlymanbe B
Bo3pacte 35-37 ner. I'emodwims B guarHocTupoBaHa y YeTHIPEX MAIMEHTOK W3
pailoHOB pecyOIUKaHCKOTO TIOTYMHEHUS B Bo3pacTe 39—69 ner.

Mbl pelinjin MPOJAEMOHCTPUPOBATH cJy4dail U3 kiauHuKM. [lanuenrtka, 29
net, xutenbHuna Corauickoil 00IacTy, poauiaach TPETbUM PEOEHKOM B CEMbE W3
OJIN3KOPOJCTBEHHOTO Opaka.

[lanimeHTka oOpaTUiIach K CEMEHHOMY Bpady U TMHEKOJIOTY C »ajlo0aMu Ha
OOWJIbHBIC U TTPOJIOKUTEIBLHBIE MEHCTPYAIUH, TOBTOPHBIC MATOYHBIE KPOBOTCUCHHS,
4acThle HOCOBBIE U JIECEHHBIE KPOBOTEUEHHMS, a TAKKE MOCIEPOIOBBIE KPOBOIIOTEPH.
KpoMe ToOro, remopparud BO3HMKaJIMW Ja)Xe€ MPU HE3HAYUTEIbHBIX TpaBmax. B
reMorpaMme BBISIBIICHA TsDKENAsh XpOHUYECKasi TOCTreMOpparnyeckast aHeMusl.

N3 anamHe3a 3a001€BaHus BBISICHHIOCH, YTO C JIETCKOTI'O BO3pacTa cTpajalia OT
YMEPEHHBIX KPOBOTEUEHUU TMOCJI€ HE3HAYUTEIbHBIX TpaBM, OECIOKOWIM TaKkKe
JIECHEBBIE U HOCOBBIE KpoBOTeUeHHUs. [lo Mepe yBenuueHus: Bo3pacta KIMHUYECKUE
pOsIBIICHUs TeMoinu cTaiiu 0osiee BeipaxkeHHbIMU. Co CII0B, Cily4au KpOBOTCUCHHUS
W3 MATKHU, U3 HOCA U KUIIIEYHUKA BCTPEUYATUCH B CEMbE Y JIUII KEHCKOTr0 MOJia CPeau
OJIM3KUX POJICTBEHHUKOB >KEHCKOTO Mosa (6a0ymKy u TETH), 9TO AT BO3MOXKHOCTh
3aMo0/I03pUTh HAJIMYKE HACJIEACTBEHHOIO reHe3a 00JIe3HHU.

JlaGopaTopHble aHANIU3bI: B KOAryJorpaMmMe OOHapYyKEeHO yJUIMHEHNE BPEMEHU
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CBEPTHIBAHUS KPOBH, CHIDKCHHE ypoBHS (akropa cBépthiBanus — VIII (28%).

IIpeaBapurte/bHbIi 1Maruo3: reMopunus A 1Erkoi CTENeHu.

[TanmrenTka noy4yunsia 3aMeCTUTENIBHYIO TEPAIIMIO C TPUMEHEHUEM KOHIIEHTpaTa
daktopa cBéprhiBanua VIII u TpanHekcamoByr kucioty. OOImiee cocTosHue
NAMEHTKH YIy4YlIWIOCh, KPOBOTEUECHUS YMEHBIIMWINCH. B AMHaAMuKe manueHTKe Obul
PEKOMEHJIOBaH KOHTPOJIb 3a KPOBOTEUEHHUSIMHU, HAOMIOJIEHHE THUHEKojJora M
remMaToJora.

HeobxoaumMo OTMETUTH, YTO 3TO JCHCTBUTEIBHO MHTEPECHBIA (akKT,
NOMYEPKUBAIOIINIM PETUOHAIIBHBIE OCOOCHHOCTHM TreMOQWINUA. ITOT Ciydail u3
KJIMHUKH €lI€ pa3 I0Ka3bIBAET, UTO CIy4yau reMOQWINH Y )KEHIIUH KpallHe peAKH, HO
IIPU HATMYUU TeMO(DHUIINK y OTLA U HOCUTEJIbCTBA Y MAaTEPH, U MIPU MyTalMK 00enx X
XPOMOCOM Y >KEHIIIMH MOTYT BCTPEYAThCs CiIydau reMoDUnu.

Bo3MokHbIE TpPUYUHBI BBISBICHUS CIIy4aeB TeMOPWIMM Yy SKEHIIMH B
PecriyOmuke TamkukucTad MOTYT OBITh CBSI3aHBI C BBICOKOHM PacpOCTPaHEHHOCTHIO
POJCTBEHHBIX OpakKoOB, YTO MOBBIIIAET BEPOSITHOCTh Nepenauu J1e(hEeKTHOro reHa u
MPOSIBICHUS 3200JIEBAHMS] Y T€TEPO3UTOTHBIX HOCUTEIbHHUII.

Bo3moskHbIe OIIMOKK B TUATHOCTHKE: HEOOXOUMO YUUTHIBATh, UTO Y KEHIIHUH
reMouInenoo00HbIE COCTOSIHUS MOTYT OBITh CBSI3aHBI C APYTUMH NATOJOTUSIMU, KaK
0one3np Bumnebpanna. Unu ke reHeTnyeckre OCOOEHHOCTH MOMYJIALMHU PErHoHa,
KOTOpBIE CIOCOOCTBYIOT 00Jiee BBICOKOM YacTOTE€ HOCHUTEIBCTBA MyTallUH. TaKoit
CTaTUCTHUECKUN (akT TpeOyeT AalbHEHMIIEro W3y4YeHHs, BKJIIOYash T€HEeTUYECKUU
aHaiM3, 4YTOOBl YTOYHWTH IPUYMHBI PACHPOCTPAaHEHHOCTH 3a00J€BaHUs Cpeau
JKEHILVH B TAHHOM PETHOHE.

Takum o00pa3om, pervoHanbHble ocoOeHHocTH remModunuu B PecrnyOnnke
TamKkukucTaH B OOJIBIIMHCTBE Cily4aeB ObUIM CBA3aHBI C HECKOJBKUMHU (PaKTOpamu
pHUCKa: HACJEICTBEHHO-TEHETUYECKON MPHUBEPKEHHOCTHIO (OJIM3KOPOACTBEHHBIMU
OpakaMu), HU3KOW METULIMHCKON 00€CIIeYeHHOCTHIO, COIIMAIbHO-HEOIaronoayYyHbIMU
YCIIOBUSIMH,  KJIMMATO3KOJOTMYECKUMHM  YCIOBUSIMH, OT  (DEHOTHUIIUYECKUX

0COOEHHOCTEN MallMEHTA.
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3.3. ®akTopbl pUCKa Pa3BUTHS FeMapTPO3a NPH reMopuInm

[TpoBenéHHBIC HAMH HCCIICIOBAHUS TTOKA3aIM, YTO (DAKTOpAMH PUCKA Pa3BUTHS

remMapTpo3a npu reMopuanu A u B SBHITUCE:

1. Buesamnbie BHyTpHCYycTaBHBIC KpoBOoTeueHwus (79,0% u 17,0%);

2. HeOompime TpaBMbI, CONPOBOXKIAIOIIMECS KPOBOTCUYCHUEM, IOPAKCHUEM
Xpsiiia ¥ cuHoBUalIbHOU 000s10uku (91,0% u 33,0%);
Tsxénoe Teuenne remodunuu (77,0% u 27,0%);
Hacnencreennsrii pakxrop (77,0% u 37,0%:);
[ToBblilieHHOE TIepeHanpskeHue Ha cycTtaBbl (65,0% u 37,0%);

O6mMmennbie HapymeHus (63,5% u 33,0%);

N o o bk~ ow

W3MeHeHne KIMMAaTHYEeCKUX YCIOBUI B MecTax mpokuBaHus. [Ipu xapkom u
cyxom kiumare (61,0% u 31,0%);

8. YBenuuuBanuch KPOBOTEUEHHS B CYCTaBHYIO IOJIOCTh C MPUCOEIUHEHUEM
BropuuHoi uHpexuuu (60,0% u 24,0%): 6akrepuanbHbiii cuHOBUT (43,0% u
17,0%), rHOWHBIA apTpur (centuueckui aptput) (9,0% u 5,0%),

uHunupoBanue rematomsl (8,0% u 5,0%) (pucyHnok 3.2).

BTropuuHble nHbekuun
M3meHeHne KAMMaTUYeCcKMX yCNoBUiM
O6MmeHHble HapyLeHus

lMoBblWeHHOEe NepeHanpAXeHue Ha CyCTaBsbl (B
|

HacnepncreeHHbIl dakTo

A ParTop mroA
TAxKEénoe TeyeHne remopunmnm

He 6onblume BHYTPUCYCTaBHbIE KPOBOTEYEHMSA

BHes3anHble YHYTPUCYCTaBHble KpOBOTEYEHMA

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

PucyHnok 3.2. ®akTopbl pucka pa3sBUTHSI FeMapTpPo3a Npu reMopujinu

HccnenoBanrie CHHOBUANIBHOM JKUJIKOCTH TTOKA3aJI0, YTO CPEIH OaKTepUaIbHbIX
BO30yauTeneil  HauOosiee YacTO  BBICEBATUCH T'PAMIIONIOKHUTEIBHBIE  KOKKH,

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

(27,0%).
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Takum o0pazom, (akTopamu pucCKa pa3BUTHS TeMapTpo3a NpH TreMOoGUIUU
SBWJINCh. BHE3AIHBIC BHYTPHCYCTABHBIC KPOBOTCUCHMs, HE OOJIBIIAE TPaBMBEI,
COMPOBOXKJIAIOIINECS] KPOBOTECYCHUEM, TIOPAXKEHUEM XpsAlla W CHHOBHAIBHOU
O0OJIOUKH, TSDKENIOE TeueHHWe TeMO(HUINU, HACIIEeJCTBEHHOCTh, IOBBIIICHHOE
NIepeHaNpPsHKCHUE Ha CyCTaBbl, OOMECHHBIC HApYIICHUS, U3MCHCHHS KIMMaTHYCCKUX
YCJIOBHM B MECTaX NPOXUBAHUS C KAPKUM U CYXUM KIUMATOM, MPUCOCAHMHECHHE

BTOPUYHON MHGEKIINH.

3.4. KIMHMKO-PEeHTreHOJIOTMYeCKasi OLEHKA COCTOSIHUSI CYCTABOB y MAIUEHTOB C
reMopuiineil B 3aBUCMMOCTH OT (POpPMBI, TSKECTH TeYeHUS] M BO3PACTHOIO

acnexkTa remopuaInu

[IpoBen€HHbIe uCCIIENOBAaHUS IMOKa3aldd, YTO MOPAXEHHE CYCTaBOB IIPU
remounuu A u B y B3poCibIX U JIeTei OTMEUaJIOCh MPU CPEIHETSHKEIOM U TSIKETOM
TE€YEHUH 3200JICBAHMS.

AHaM3 CTPYKTYpbl TMOPaXEHUM CYCTAaBOB Yy B3POCIOIO H JETCKOTO
KOHTUHI€HTa TAalMEeHTOB C TeMO(WIMEeH BBISIBUI pa3inuus B JIOKAJTU3ALMU
remMapTpo30B Mpu remopminu A U B B 3aBUCUMOCTH OT CTETICHH TSDKECTH TCUCHUS
3aboneBanus (Tadmuna 3.3).

VY B3pOCIOr0o KOHTHHTEHTA MAIlUEHTOB ¢ TeMopuiIueld KIMHUYECKas KapTHUHA
XapakTepu3oBaiach (POPMUPOBAHUEM XPOHUUYECKOW reMOo(UINYEcKO apTpomnaTuu,
COTPOBOXK/IABIIICHCS TOCTOSTHHBIM OOJIEBBIM CHHIPOMOM, OTpaHWYCHHEM OOBEMa
JBDKEHUN, Pa3BUTHEM KOHTPAKTYp W aedopmaruii cyctaBoB. DyHKIMOHATLHBIC
HApYLICHUSI HOCWJIM CTOMKHUN W MPOTPECCUPYIOMIMN XapakTep. PEeHTreHoIornuecku
BBISIBJISIIUCH BBIPA)KEHHBIE JIETe€HePATUBHO-TUCTPOhUIECKHE U3MEHEHUS,
BKJIIOYABIIME CY>XKCHHE CYCTaBHOM WIeNH, CYOXOHJIpalbHBIA CKJIEPO3, HAIUYUE
0CcTe0(hUTOB, KUCTOBHUIHYIO MEPECTPONKY KOCTHOM TKaHU U JehOpMAaIIIIO CYCTaBHBIX
noBepxHocteil. Hanbonee yacTo mopaxanuch KOJIEHHBIE, TOJIEHOCTOIHbBIE U JJOKTEBbIE
CYCTaBBbl, a MIPH TSKENBIX (opMax 3a00JIeBaHUS — TAKXKE IJICUEBBIE U Ta300€IpeHHbBIC
CyCTaBbl.

Torma kak mJjisi NETCKOrO KOHTHMHTEHTa C reMouinedl ObLIM XapaKTEepHBI
PELUIMBUPYIOIIUE TEMapPTPO3bl, HEPEAKO CBSI3aHHBIE C TpaBMamMu U (U3UYECKOU
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aKTUBHOCTHIO. BosieBoil cuHApOoM OB BBIpAKEH YMEPEHHO, (PYHKIIMM CycTaBa Jalle
BOCCTAHABIIUBAIOTCS MOJTHOCTBHIO MEXTY AMH30/IaMHU KPOBOMBIUSHUH.
Pentrenonornueckue u3MEHEHHs JHOO OTCYTCTBYIOT, JHOO MpeAcTaBICHBI
HaYaJbHBIMH TIPU3HAKAMHU TeMOPIIMYECKON apTpONaTHH: YMEPEHHBIM PaCcIIuPEHUEM
CYCTaBHOM 11eJId, HE3HAUUTEIbHBIM OCTEOIIOPO30M AMU(PHU30B, OTCYTCTBUEM I'PyObIX
nedopmaruii. Hanbosee yacto mopaaroTcsi KOJICHHBIE, TOJICHOCTOITHBIC U JIOKTEBBIC
CYCTaBbI

Tabnuma 3.3 7eMOHCTpHUPYET CPaBHUTENBHBIA aHAIH3 TIOPAKEHUN CYyCTaBOB Y
MAIMEHTOB ¢ TeMOPUITNEHN CPETHETHKENON U TSHKENON cTeneHu B AeTckoM (n=260) u
B3POCJIOM KOHTUHTEeHTaxX (n=424), ¢ pa3nenenueM no tumy 3adoneanus (['d-A u ['O-
B).
Tab6muua 3.3. CpaBHUTEIBHBI AaHAJMHU3 MOPAKEHUH CYCTABOB y NAIMEHTOB
B3POCJIOr0 M IeTCKOr0 KOHTHHI€HTAa ¢ TeMO(pHJINeH CPeIHeTsZKEI0M M TAKET0M

CTeNeHH B 3aBUCHMOCTH OT (opMBbI 3200/1eBaHUS M BO3PACTHOTO acnekrTa (N=684)

B3pocabie n= 424 Jern n=260
CpeaHeTskénoe TeyeHue: CpenHerskénoe TeyeHue:
291(63,1%) 147(47,1%)
Crpykrypa
MOPAMEHMI p gy To-B | P Io-A I'o- B P
CyCTaBOB
aoc. % | abc. | Y0 aoc. % aoc. %
243 | 83,5 | 48 16,4 98 66,7 49 33.3
Koneunnsie 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
JIokTeBBIE 37 15,2 7 14,5 0,312 15 | 15,3 5 10,2 0,312
Tazo6enpeHHbI 9 3,7 - - - - - - - i
e
Bceero 243 |100,0| 48 | 100,0 98 | 100,0 49 100,0 -
Tsaxénoe Tsakénoe
Tsxénoe Teuenue n=133(29,0%) TeYeHHe TeYeHue
n=113(%) n=0(0%) P
T'd-A I'o-B T'd-A I'd-B
115 | 86,4 | 18 |13,5 113 | 100,0
Komnenuslie 52 452 50,0 0,041 70 62,0 - - R
I;OJIeHOCTonHH 25 21,7 27,7 0,032 23 20,3 - - )
JloxTeBBIE 23 20,0 4 |22,2 0,215 20 17,6 - - --
Tazo0eapeHHbI 15 13,0 - - - - - - -
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Bcero 115 | 100, | 18 |100,0 113 | 100,0 - - -
0

IIpumeyanue: p — CTaTUCTUYECKAS 3HAYUMOCTD PA3JIMYUH J0JIEH MopakeHus cycTaBa Mmexay '@ A
u '® B o Tounomy kputepuro @umepa (2x2). M3 obmiero yncia B3pOCibIX MaueHToB (n=461) u
neteit (n=312) B CpaBHHUTEIbHBIA aHATH3 BKIIOUEHBI TOJIBKO MALMEHTBI CO CPETHETSHKENON U
TsokENoN popmamu remModuiun (cooTBeTCTBeHHO N=424 1 n=260). [lamments! ¢ nérkoit popmoii
3aboneBanus (37 B3pocibix U 52 peOEHKA) B aHAINU3 HE BKIIIOYAIIHCh.

IIpoBen€H CpaBHUTENBHBIA AHAIU3 CTPYKTYPHl NOPAXKEHUU CYCTaBOB Y
MAIMEHTOB B3POCJIOT0 M JETCKOrO KOHTHUHTeHTa ¢ remodunueir A u B mnpu
CPEIHETSDKENIOM U THKEIOM TeUEHUU 3a00JIeBaHUS.

Kak BugHO 13 Tabmuis 3.3, U1 CTaTUCTHUECKOTO CPaBHEHUS J0JIeH MOopakeHUs
OTJIEJBHBIX CYCTAaBOB IpH remMopminu A U B B Kax10¥ cTpaTe MPUMEHSIICS TOYHBIN
kputepuil Ouiepa (ass TabiuLl CONPsHKEHHOCTH 2% 2).

[Ipu cpenHeTsIHKENOM TEYEHNH Y B3POCIBIX CTATUCTUYECKN 3HAUUMBIX Pa3IUIui
[0 YacTOTE MOPAXEHUSI KOJICHHBIX, TOJEHOCTOIHBIX, JIOKTEBBIX M Ta300€IpEHHBIX
cycTaBoB Mex 1y reMopunuei A u B He momydeno (p>0,05). B nerckom KOHTHHTEHTE
IPU CPEIHETSKEIIOM TEUCHUM BBIABJIEHBl PA3JIMuMs IO MOPAKEHUIO KOJECHHBIX
(p=0,035) u ronenocronubix cycraBoB (p=0,002) mexay remodunueit A u B. Ilpu
TSKENIOM TEYEHHUU Y B3POCHBIX CTATUCTUYECKU 3HAUYMMBIX PAa3IUYUid MO JIOKAJIU3alluH
CyCTaBHBIX MOpaKeHUI Mexy remodunueit A u B He BoeisiBiieHo (p>0,05)

JI7s 1eTCKOro KOHTHHIE€HTa C TsDKENbIM TeueHueM ['®d A craTucTudeckoe
cpaBHeHue ¢ ['® B He mpoBOAMIOCH, TaK KaK MAIMEHTOB C THKENBIM TeueHueM ' @ B
B 3TOM BO3PACTHOMW I'PYIIIC HET.

CrnenoBaTenbHO, TIOPAXEHUS CYCTaBOB y MAIMEHTOB ¢ TemMowimed mpu
CPEIHETSDKEIOM M TSHKEIOM TEUCHUH XapaKTePU3YIOTCs peodiaianieM TeMoDuinm
A W NOpEeuMyILIECTBEHHBIM BOBJICUECHUEM KOJIEHHBIX CYCTABOB; T'OJIEHOCTOITHbBIC
CyCTaBbl TaKXe€ OTHOCATCS K HauOojee YacTo IMOpa)kaeMbIM JOKaIu3alusM. Y
B3pPOCJIBIX MALMEHTOB CHEKTP NOPaXEHHBIX CYCTaBOB IIMPE U  BKIIOYAET
Ta300€pEHHbIE CYCTaBbl, TOTJAa KAaK B TMPEACTABJICHHBIX JETCKUX MOArpynmnax
Ta300€APEHHBIE TIOPAXXEHUS HE 3aperucTpUpoBaHbl. J[laHHOE paznmuune MOXKeT

OTpaxaTb BO3pPaCT-aCCOONUMHUPOBAHHOC HAKOIINICHHUC IIOBTOPHBIX TICMAapTPO30B U
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IPOrpecCUpoBaHue TeMO(PUINYECKOW apTPONaTUU C YBEIUYEHHUEM JJIUTEIbHOCTU
3a00NieBaHUsl W KyMYJSTUBHOM Harpy3kd Ha cycTaBbl. [lomydeHHbIE aHHBIC
NOTYEPKUBAIOT HEOOXOAUMOCTh paHHEH MPO(HUIAKTUKHA CYyCTaBHBIX OCIIOKHEHUU Y
neTedl ¢ remModuiMel, BKJIIOYas CBOEBPEMEHHYIO 3aMECTUTENBHYIO TEpaluio |
MEPOMPHUSITHS TI0 CHIKEHUIO TPaBMAaTH3aIlNH, C IIeJIbI0 YMEHBIIEHUS! BRIPAKEHHOCTH
apTPOIAaTUH Y B3POCIIbIX MAI[UEHTOB.

VY B3poCIOro KOHTHMHTEHTAa NAIMEHTOB ¢ TeMmoduiuel JErkoe TedeHue
3a00J1€BaHMs BBISIBIECHO Yy 37 denoBek, B ToM uuciie ['®-A 'y 29 (78,4%) u I'd-B y 8
(21,6%). Y neTckoro KOHTHHTEHTA JIETKas (popma reMouIny 3aperucTpupoBana y 52
nanueHToB, B ToM uucie ['P-A y 35 (67,3%) u ['®-B y 17 (32,7%). 1lo nanubiM
KIMHUYECKOTO 00CIe0BaHUSl BBIPAKCHHBIC MPOSBICHHS CYCTaBHOW MaTOJIOTUU Y
MAIMEHTOB C JIETKUM TEYEHHEM HE BBISBISUIUCH, MOITOMY YKa3aHHbIE T'PYIIbI HE
BKJIIOYAJIMCh B CPABHUTEIBHBIN aHAJIU3 CYCTABHBIX MOPAXKEHUH.

Takum 00pazoM, y ManuMeHTOB B3POCIOT0 KOHTUHTEHTa C TreMopuineil varie
HAOJIIOMAIOTCSl TIOPAKEHUSI KOJICHHBIX W Ta300€IpEHHBIX CYCTaBOB, OCOOCHHO TpH
Tsokéno (opme 3abosieBaHus. B JETCKOM KOHTHMHIEHTE MOPAXEHUSI CYCTABOB
IPOSIBISIIOTCS TPEMMYIIECTBEHHO B KOJICHHBIX M TOJIEHOCTOMHBIX CyCTaBax, 4TO
OTpaXkaeT HauyaJbHbIE CTAUU TeMapTpo3a U NpoUIAKTUYECKUM MOTEHIMAT paHHEen
tepanuu. [Ipeobnamanne ['d - A B 00enx BO3pACTHBIX TpymHmax MOATBEPKIAET
AMUIEMUOJIOTUYECKYIO 3aKOHOMEPHOCTD 3a00JI€BaHUS.

OcCHOBHBIE KJIMHUYECKHE TPOSABICHHUS TeMOPWIMYECKOW apTpomaThuu Yy
MAIMEHTOB C TeModuInen mpeacTaBIeHbl B Tabmuie 3.4.

Kak moxazano B Tabmuie 3.4, CpaBHUTENbHBIN aHANIM3 KIWHAYECKHUX
NPOSIBICHUI CyCTaBHOTO CHHAPOMA BBHITIOJHEH y MAllMEHTOB CO CPEIHETSKEIBIM U
TSOKENBIM TeueHueM (JIErkue (opMbl B aHAIU3 HE BKItoUanuch). [Ipu cpennersokénom
TEYEHUU reMO(PUINH YaCTOTa OTEYHOCTH CYCTaBOB Y JieTel Oblia BBIIIE 10 CPABHEHHUIO
co B3pocubvu ipu I'd B (91,8% u 50,0%; p<0,001), Torna xak npu I'® A pasnuuus
He Jocturanu cratuctudeckoit 3Haunmoctu (100,0% u 95,9%; p=0,068).

I[Ipu remodunuu B 0OosieBOM CHUHAPOM TMPU CPEIHETSHKEIOM TEUECHUHU

JIOCTOBEPHO Yallle pEeTUCTPUPOBAJICA Y JIETEH MO CpaBHEHUIO O B3pociibiMu (87,8% u
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52,1%; p<0,001). ITpu remoprnru A 60JI€BOM CHHIPOM BBISIBIISIICS Y BCEX MAIUEHTOB
HezaBucumo ot Bo3pacta (100,0% B obeux rpynnax; p=1,000).

OrpaHuyeHue JBWXKCHUW TMPU CPETHETSHKEIOM TEUEHUM CTaTUCTUYECKHU
3HAYMMO Yalle HabJt01ajI0Ch y JAETEH M0 CPaBHEHHUIO CO B3POCIHBIMH Kak mpu ' A
(99,0% u 52,3%; p<0,001), Tax u ipu ['® B (87,8% u 31,3%; p<0,001). [ToBbIIeHHE
MECTHOU TeMIEPATYpPhl CyCTaBOB TaKXKe yallle oTMevanoch y aerei mpu I'd A (76,5%
u 15,2%; p<0,001), onnako npu ['® B paznuuunii Mexkay OE€TbMH U B3POCIBIMU HE
BbIsIBJICHO (79,6% u 81,2%; p=1,000).

Tadamuma 3.4. OcHOBHble KJINHHYECKHE TMPOSIBJIEHUS TeMOPUINIECKOM

apTPONATHH B 3aBUCHMOCTH OT TSIZKECTH TeYEHUS U BO3PacTa, n (% BHYTPHU THIIA)

Kuannnueckuii BspocJbie Herun 0-17 et P
CHHAPOM Cpennersikénoe | Tsaxénoe reuenue | Cpeanersxénoe | Tsukéno
TeyeHue TeueHune e
TeueHune
ro-A reo-B ro-A ro-B ro-A ro-B ro-A
(n=243) | (n=48) | (n=115) | (n=18) (n=98) | (n=49) | (n=113)
OTE4YHOCTH 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
) ) ) ) )
Bonesoii cuaipom 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
JIBYDKEHUS (52,3%) | (31,3% | (68,7%) | (88,9%) | (99,0%) | (87,8% | (100,0%) 1
) )
MectHas 37 39 67 5 75 39 97 <0,00
Temreparypa (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
MMOKPAaCHEHHUE (15,2%) | (77,1% | (51,3%) | (27,8%) | (76,5%) | (79,6% | (85,8%) 1
) )
I'emaroma MATKHX 177 39 97 9 73 33 95 0,080
TKaHeH (72,8%) | (81,3% | (84,3%) | (50,0%) | (74,5%) | (67,3% | (84,1%)
) )
PenmpuBupyromu 58 15 17 15 71 23 87 <0,00
e kpopomanusaausa | (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'emopparuyeckue 55 37 37 9 63 17 85 <0,00
BBICHITTAHUS (22,6%) | (77,1% | (32,2%) | (50,0%) | (64,3%) | (34,7% | (75,2%) 1
) )
KpoBoteuenus 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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IlpumeuaHue: p — cTaTUCTUYECKAS] 3HAYUMOCTD PA3IMYUN YACTOTHl CUMIITOMA MEXIY 4 TPyIIIaMu
(B3pocible/neTn X cpemHeTsDkénoe/Tsokénoe) mo kputeputo 2 [Mupcona (tabmuma 4x2), THITBI
remoduauu A u B 06be1MHEeHbI

YacToTa MECTHOTO TOKPACHEHUSI TEMATOM MSTKHX TKaHEH U peLUANBUPYIOIINX
KPOBOM3JIUSHUN, MO AaHHBIM TaOmuubl 3.4.2, paznuyaiach MEXIy B3pOCIbIMH H
J€TbMHU, OJTHAKO XapaKTep pa3Induil 3aBUCEII OT TUIA TeMO(UINU U CTENIEHU TSAKECTH.
[Ipu cpeHETSHKENOM TEYEHUN MECTHOE IMOKPACHEHNE CTATUCTUYECKH 3HAUMMO Yalle
PErUCTPUPOBANIOCH y AeTel npu reMmodunuu A (76,5% npotus 15,2%; p<0,001), Torna
Kak mpu remogwinu B paznuuuii MexXy J€ThbMU U B3pOCIBIMU HE BBISIBICHO (79,6%
npotuB 77,1%; p=0,809). YHacTora remaToM MSTKHX TKAaHEH MpU CPEAHETSHKEIOM
TEUCHUU HE Pa3Inyaiach MEXay AETbMU U B3POCIbIMHU HU IIpH remoduuu A (74,5%
npotuB 72,8%; p=0,788), au npu remoduauu B (67,3% mpotus 81,2%; p=0,164).
PenmauBupytoiye KpoOBOM3JIUSIHUS TIPU CPETHETSHKEIOM TEYEHUU JOCTOBEPHO Yallle
HaOoanuck y aereut npu remodunuu A (72,4% npotus 23,9%; p<0,001), Toraa kax
npu remopmwinu B pa3nuuus CTaTUCTUYECKH 3HAYMMBIMHU He Obutn (46,9% mpoTus
31,2%; p=0,146).

AHanu3 KIMHUYECKUX TMPOSBICHUM MMOKa3aJl, YTO IPU reMopuanu A XpoMoTa u
reMOpPpParnyeCcKUe BBICHINIAHMS y JETEl PErMCTPUPOBAIUCH CTATUCTUUECKU 3HAUMMO
yale 1no CPpaBHEHHUIO CO B3POCJIBIMU MpHU cpeaHeTsxeENoM Teuenunt (71,4% u 52,3%;
p=0,002 u 64,3% u 22,6%; p<0,001 cOOTBETCTBEHHO), a TAK)KE MPHU THKEITOM TCUCHUU
(77,0% u 41,7%; p<0,001 u 75,2% wu 32,2%; p<0,001 coorBeTcTBeHHO). YacToTa
KpOBOTEUEHUM ITpu reMopuiinu A Takxke ObUla CTATUCTUUECKU 3HAYUMO BBIIIIE Y AeTEH
M0 CPAaBHEHHIO CO B3POCIBIMHU Kak mpu cpeaHeTsukénom (56,1% u 24,3%; p<0,001),
TakK u npu TsoxénoM teueHuu (73,5% u 28,7%; p<0,001). Ilpu remodunuu B B cTparte
CPEAHETSKENOr0 TEUEHUS XPOMOTa, TEMOPPArnYECKUE BHICHINIAHUS U KPOBOTECUEHUS
CTATUCTUYECKU 3HAYMMO dYallle OTMEYAINCh Yy B3pOCIBIX, ueM y nerer (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€ aHalW3a KIMHUYECKUX TPOSBICHUNA TeMOpUIuu

BBIABJICHBI CTAaTHCTHYCCKH 3HAYMMBIC pas3jinduad MCXKAY B3POCIBIMH H ACTCKHUM
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KOHTUHTE€HTOM TAIMEHTOB. Y JeTed uvarie HaOMIoAaroTCs OTEYHOCTh CYCTaBOB,
00JIEBOM CHHIPOM, OTrPAaHUYECHHUE JIBMKEHUU, MECTHOE IMOKpPacCHEHUE, T'eMaTOMBI
MATKUX TKaHEW, pelUJAUBUPYIOLIME KPOBOU3IUSHUS, XPOMOTA, T'e€MOpPparnyecKkue
BBICBIITAHMS M KPOBOTEUEHUS TIO CPABHEHHIO CO B3POCIBIMH.

YacToTa HEKOTOPBIX KJIMHUYECKHX TMPOSBICHUN Tpu remoduivu A Oblia
COMOCTaBUMOW Yy B3pOCHBIX W JeTei. B dyacTHocTH, O0ONEBON CHHAPOM MpHU
CPEIHETSDKEIIOM TEYeHUH TeMODUInh A PpEerucTPUpOBAICS y BCEX IMAIMEHTOB
He3aBucuMo oT Bo3pacta (100,0% B obeux rpynnax; p=1,000). I[Ipu remopunuu B
(cpenHeTsKENOE TeYeHue) y JeTeld dalle OTMEUYalMCh OTACJbHBIE CYCTaBHBIC
nposiBiIeHUs: OTEYHOCTH cycTaBoB (91,8% y nereit u 50,0% y B3pocnbix; p<0,001),
ooneBoit cunapom (87,8% u 52,1%; p<0,001) u orpanuyenue npuxenuii (87,8% u
31,2%; p<0,001). ITpu s3TOM MecTHOE MOKpacHeHue rnpu remoduinu B BcTpeuansocs ¢
COMOCTaBUMOW YacTOTOM y gneredt u B3pociabix (79,6% u 77,1%; p=0,809), a
reMOpPpParuyecKre BBICHITIAHUS, HAIMPOTHUB, Yallle PETUCTPUPOBAIUCH Y B3POCIBIX
(77,1% u 34,7%; p<0,001).

Takum oOpa3oM, AETCKUM KOHTHHTEHT ¢ Temoduiueil mnoaBepxkeH Oosee
BBIPAKEHHBIM KIIMHUYECKUM IPOSIBJICHUAM 3a00JI€BaHUsI, UTO TPEOYET MOBBIIIEHHOTO
BHUMAHHUS K pPaHHEW JMarHoCTUKE, MNPO(UIAKTUKE W KOPPEKIHMH CYCTaBHBIX U
reMOpPPAruyecKuX OCJIOKHEHHM. OTH JaHHbIE HMEIOT Ba)XXHOE 3HAYEHUE IS
ONTUMM3AIMK TEepauu U [UIAHUPOBAHUS HAONIOJCHHS TMAlMEHTOB PAa3HBIX
BO3PACTHBIX TPYyIII.

CrerneHp TOpaKEHUS CYCTaBOB OMpeAessuin mo mmkane Pettersson B Oamax
(Tabmuma 3.5).
Ta6numa 3.5. CpaBHUTebHAsi OLEHKA CTeNeHH TMOPAKEHUsi CYCTaBOB Yy
B3POCJIbIX MANMEHTOB ¢ reModuanei mo mkajae Pettersson (0a/ibHasi OleHKA

PEHTIE€HOJIOTHYEeCKHUX TAHHbBIX)

Karteropusi | Cpennersizkénoe, | Cpeanersikéoe, P Tskéaoe, | Tskéioe, P
Pettersson I'd A (n=243) I'®d B (n=48) o A I'oB
(n=115) (n=18)
1-3 (;iérkoe) 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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| (vixénoe) | | | | (66,1%) | | |
IIpumeuanue: P — cTaTUCTUYECKAA 3HAYMMOCTD pa3anyuil noseit kareropuu Pettersson mexay I'd

A nI'® B BHyTpU 0J1HOM cTpaThl IO TOUHOMY KpuTeputo ®uiiepa (2x2)

Tabnuua 3.5 AeMOHCTPUPYET CPaBHUTEIBHYIO OIIEHKY CTENEeHH MOpaKeHUs
CyCTaBOB y MalMeHToB ¢ remodunueit A u B ¢ ucnosnb3zoBanuem mikaibl Pettersson,
KOTOpast OIIEHUBAET PEHTTCHOJIOTHYECKHE U3MEHEHUS B OaJliax.

AHanu3 CTeNeHu MOPAKEHUsI CYCTaBOB Y B3POCIHbBIX MAIlMEHTOB ¢ reModuiauei
no mkaine Pettersson mokaszan, 4To NMpU CPEAHETSHKEIOM TEUYeHHUH TeMobminu A
HAaWMEHBIIIME PEHTTeHOJIOTHYecKue u3MeHeHus (0asuibl 1-3) BcTpeuanucs y 25 u3 243
nanueHToB (10,3%), Torma kak npu reMopunuu B nérkoe mopaxeHue CycTaBOB
orMeqasioch y 25 u3 48 manueHTtoB (52,1%); paznuuus CTaTUCTHYECKUA 3HAYMMBI
(Tounslii kpurepuit @uiepa, p<0,001).

YMepeHHble u3MeHeHusl cycTaBoB (4—7 OamioB mo mkaine Pettersson) warmie
BBISIBIISUTUCH Y TIAIMEHTOB ¢ TeMouiIneil A: Takue HapyiieHus: Ha0moganuch y 103
u3 243 nanuentoB (42,4%). Jlig cpaBHeHUSs, cpeu NalMeHToB ¢ remoduiueii B
YMEpEHHbIE TOPaKeHUs1 ObLIN BBISIBJIEHBI Jinilb ¥ 9 u3 48 yenoek (18,8%). Paznuuus
CTATUCTUYECKHU 3HAYMMBI (TOUHBIN KpuTepuit @uiepa, p = 0,002).

Tsoxénwie cycraBHble n3MeHeHus (8—13 GawioB) Betpeuanuch y 115 uz 243
nanueHToB ¢ remoduiuen A (47,3%), Toraa Kak cpey ManueHToB ¢ remodpuineil B
aHaJIOTMYHbIE U3MEHeHus Habmonanuck y 14 u3 48 (29,2%). OTu paznuuus Takxke
ObLTN cTaTUCTUYECKH 3HAUUMBIMU (P = 0,026), yTO yKa3bpIBaeT Ha 060Jiee BHIPAKEHHOE
PEHTTEHOJIOTHYECKOE TOpaK€HUE CYCTaBOB Yy OONbHBIX TeModmiued A npu
CPEHETSKENOM TeUEHUH 3a00JIeBaHUS.

Takum oOpa3oM, y B3pOCHBIX MAalUEHTOB C TeMO(WINEH CpeIHEeTKENON
CTENIEHU PEHTTEHOJIOTMYECKUE U3MEHEHHS! CyCTaBOB BBIPaXKEHbI 00Jiee 3HaYUTEIHHO
npu remopunuu A no cpaBHenuto ¢ ['®-B, npu sTom nanuentsl ¢ I'O-B yaie numeroT
NErKue mopakeHus cycTaBoB. [Ipu TsKEIOM TedueHUM pa3nuyusi MEeXIy GopMamu
reMomInM OTCYTCTBYIOT, 4YTO CBHUJETEIBCTBYET O CXOJHOW BBIPAKEHHOCTH
CYCTaBHOW MaTOJOTHUU Y B3pOCIbIX BHE 3aBUCHMOCTH OT (pOpMBbI 3a00isieBaHUs. DTU
JAHHBbIE MOAYEPKHUBAIOT, YTO TSHKECTh MOPAKEHHUSI CYCTaBOB Yy B3POCIHBIX C

remMouiivel 3aBUCUT HE TOJILKO OT (POpMBI 3a00JI€BaHUs], HO U OT CTEICHU TCUCHUS
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00J1e3HH, a paHHSs AUAarHOCTUKA U MPOQHUIAKTUKA CyCTaBHBIX U3MEHEHUN OCTaI0TCs
KJTFOUEBBIMU ISl CHYDKEHMSI TSDKECTH apTPOIATHH.

AHAJIN3 PEHTTeHOJ0THYeCKHUX NMPOsIBJIeHUI MOPAKEHHNS CyCTABOB Y JIeTei ¢
remoduiueit mo mkase Pettersson (tabimia 3.6) mokasan, 4TO CTETIEHh CYCTaBHOTO
nopaxkeHus npu remoguinu A u B paznuyaercs B 3aBUCUMOCTH OT TSKECTH TEUEHUS
3a00JIeBaHusl.

AHalIM3 CTENEHU MOpa)XE€HUs CyCTaBOB MO Mikaie Pettersson mokaszan, 4ro y
nereii ¢ remoduiaueit A mpeobnaganu Tsoxénble u3MeHenus (8—13 Oammos). Ilpu
CPEIHETSKEIOM TEUEHUHU TSKENBIE TOPAKEHUS CYCTaBOB BBISIBIECHBI y 58 MAllMEHTOB
u3 98 (59,2%), a npu Tsxénom teuenuun —y 80 uz 113 gereit (70,8%).

VY nereii ¢ remounueit B npu cpenHeTsHKENOM TEYEHUH dYallle OTMEYaNCh
JNETKUE W YMEPEHHbIE W3MEHEHUs: JIETKME W3MEHEHUS 3aperucTpUpOBaHbl y 28
nanueHToB u3 49 (57,1%), ymepennsie —y 21 u3 49 (42,9%). Tsoxénble nmopakeHus
CYCTaBOB B JIaHHOM I'pynIie He BbISBIEHBI HU y ogHoro namuenTa (0 u3 49; 0%).

Pacnipenenenue kareropui no mkaie Pettersson rnpu cpeaHeTsHKENOM TeUEHUU
CTATUCTUYECKU 3HAYMMO paziudanioch Mexay remodunueir A u B (y* Ilupcona,
tabmuna 2x3, p<0,001), 49ro cBUmETEALCTBYeT O Oojee  BBIPAKECHHOM
PEHTTEHOJIOTUYECKOM MOPAKEHUH CYCTaBOB Y JAeTel ¢ reMo(duaneii A mo cpaBHEHHUIO
c remodunueit B.

Taoauma 3.6. CpaBHUTe/JbHAsi OIEHKA TMOPAaXKEHHUSI CYCTABOB Yy JeTed ¢

remopuiineint A u B no mkase Pettersson B 3aBUCHMOCTH OT TSKECTH TeYEeHUS

Banaer Pettersson Cpennersizkéiioe TeueHue Tsaxénoe, ' A
(n=113)
I'd A (n=98) I'd B (n=49) p
1-3 (nmérkoe) 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%)

IlpumeyaHue: P — CTaTUCTUYECKAs 3HAYUMOCTb pa3iIMUuil paclpenesieHus kareropuil Pettersson
mexay I'® A uT'® By nereit mpu cpennerskénom teuennu (x> [Tupcona 2x3)

Takum 00pa3oM, CTENEHb MOPAKEHHUS CYCTaBOB Yy J€Ted C reMouiauei
JIOCTOBEPHO 3aBUCUT OT TSDKECTH Te4eHHs 3abosieBaHus u ero Ttumna. Haubonee
BBIPDAKEHHbIE HM3MEHEHMsI M0 IuKaie Pettersson XapakTepHbl Al HAlUEHTOB C
remouiineir A, 0oCOOCHHO TPHU CPETHETSKEIOM M THKEIOM TEUCHHH. Y JeTed ¢

remouineir B cycraBHOW CHHAPOM MPOTEKAET OTHOCUTEIBHO JIeT4e U
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COIIPOBOXKJIAETCS MEHBIIEN BBIPA)KEHHOCTBIO CTPYKTYPHBIX U3MEHEHUN. [1lonydueHHbIe
JAaHHbIC TMOMYEPKUBAIOT HEOOXOJAMMOCTh paHHEr0 Hayaja ¢ ONTUMHU3AIUU
NPO(PHIAKTUYECKON Tepalnu, MPeX/Ie BCEro y MalueHToB ¢ reModuiinend A, ¢ LEIbIo
PEeAyNPEXICHUS POTPECCUPOBAHUS TEMOPHINYECKON apTpONaTHH.

TsxecTh TeueHus reMo(UINK OIIEHUBAIACh MO KJIacCUUKAIUU TeMOGUITUU TIO
creneHu TsokecTd. I[lpu nE€rkoM TeueHHe AaKTHUBHOCTH (haKTopa CBEPTHIBAHUS
cuutanack >5% - < 40%; npu cpenHeTsHkENoM Teuenue - > 1 - <5%; npu TsokEnom
tTeueHue - <1%.

CpaBHEHHE KIIMHUYECKUX MPOSBICHUN 1 aKTUBHOCTH (DAKTOPOB CBEPTHIBAHUS Y
MAIMeHTOB ¢ reMopuiauel B 3aBUCHUMOCTA OT €€ (OpPMBI W CTEMEHU TSHKECTH
npeacTaBiieHo B Tabnuie 3.7.

AHalM3 pachupenelicHus TalueHToB ¢ reModwmmein (n=773) mo cremneHu
TSOKECTU B 3aBUCUMOCTH OT aKTMBHOCTHU (DAKTOPOB CBEPTHIBAHUS BBISBHII Pa3InyMs,
KOTOpBIE 3aBUCAT OT Bo3pacTa W Tumna remodunuu. Cpenu B3pocibix (n=461) npu
remodunu A (n=387) npeobnanaia cpeanerskénas popma — 243 naruenra (62,8%),
Tsokénas popma ormedanack y 115 (29,7%), nérkas —y 29 (7,5%). lpu remopunuu B
y B3pociibix (n=74) pacnpejeneHue ObUI0 CXOIHBIM: CpeAHETsIKENast (opma BhISIBJICHA
y 48 namueHToB (64,9%), Tsokénas —y 18 (24,3%), nérkas —y 8 (10,8%); paznuuus
MEXy B3pOCHbIMH ¢ TemMopuived A u B mo kaTeropusiM TsSHKECTH CTaTUCTUUYECKHU
He3Hauumsl (p=0,350; p=0,793; p=0,402).

B nerckoii rpynmne (n=312) npu remodunuu A (n=228) qoMuHUpOBana TxKENas
dopma — 113 marmentoB (49,6%), nanee cienoBana cpeanerskénas — 98 (43,0%),
Toraa Kak nérkas popma ormedanacek y 17 (7,5%). [Ipu remodunuu B y nereit (n=84)
npeobnananu a€rkas u cpenHersbkémas dopmbl — 35 (41,7%) m 49 (58,3%)
COOTBETCTBEHHO; TSDKENbBIE CITy4au HE PErUCTPUPOBAIIUC.

Pazmuunsa mexny remodunueir A u B B geTckoil rpymnme CTaTUCTUYECKH
3HAYMMBI JIJ1s1 IETKOM U TsikEnoit popm (p<0,001 1t 0Genx KaTeropuii) 1 COXpaHsIIOT
3HAYMMOCTh JiJIs1 cpeaHeTsikénor popmbl (p=0,021). Ilpu cpaBHEHHUH BO3PACTHBIX
IPYII BHYTPU reMoDminy A pa3iaudus BBISIBJICHBI JJISl CPETHETSDKENON U THKENOM
dopm (p<0,001), Torma kak ansa a€rkoi ¢opmsel paznuunii Het (p=1,000). BuyTpu
remobunuu B pazauuuss MEXAy B3pOCIABIMHU M JETBMH 3HAUYUMBI TSI JIETKOW U

Tsoxénoit popm (p<0,001), HO 11t cpeAHETKENON (HOPMBI CTATUCTUIECKH 3HAUMMBIX
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paznuuuii He BeIsiBiIeHO (p=0,418).

Tadamuma 3.7. ConocraBjieHHe KIMHMYECKHMX TMPHU3HAKOB W AKTHBHOCTH

(akTOpOB CBEPTHIBAHUSA Y MALUEHTOB ¢ reMO(puIHeld B 3aBUCUMOCTH OT THKECTH

TeYEeHHUs, MX (pOPMBI U BO3PACTHOIO acnekra (n=773)

IToxka3zartean JIérkas Cpennersizkénas Taxénan
AxrtuHOCTb pakTopa (%) >5 - <40% >1-<5% <1%
B3spocnsie, '® A (n=387), n (%) 29 (7,5%) 243 (62,8%) 115 (29,7%)
B3spocisie, '® 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, P A (n=228), n (%) 17 (7,5%) 98 (43,0%) 113 (49,6%)
Hetun 0-17 net, [® B (n=84), n (%) 35 (41,7%) 49 (58,3%) 0 (0,0%)
p (metn: T'd® A uI'd B) <0,001 0,021 <0,001
p (I'® A: B3pocibie U ACTH) 1,000 <0,001 <0,001
p (I'® B: B3pocbie u 1eTH) <0,001 0,418 <0,001

IIpumeyanue: P — cTaTUCTUYECKAsT 3HAYMMOCTD PA3JIMYMM OJIEH IO KaKJOW KaTErOpUH TKECTU
(U1 KaXXJI0i CTPOKH OTAENBHO) Mo To4HOMY Kpureputo Pumepa (2x2). IIponeHTsl paccunTaHbl
BHYTPH COOTBETCTBYIOIIETO THIIA TeMO(UIINH B TIpe/iesiaX BO3PACTHON TPYIIIBI

Takum oOpaszoMm, B ucciaeayemor koropre (n=773) B 1enoM mpeodianana
cpenHeTshkénas popma reMopUINH, 9TO COXPAHSIIOCH KaK y B3POCIBIX, TaK U y JIeTeH
(3a cu€t Hambomnpe momu Kareropuu >1 - <5%). YV B3pocabix mpu remopminu A u
B nomunupoBana cpennersbkémas ¢opma (62,8% u 64,9% COOTBETCTBEHHO), TOTAa
KaKk y jgered mpu reMopuianu A OTMEUYaloCh CMEIICHHE CTPYKTYpPhl B CTOPOHY
TsOKENBIX popM (49,6%), a mpu remodriinn B Tsoxénbie ciiyyan He perucTpUpPOBAIHCH
(0,0%) npu oTHOCUTENBHO OOJIee BHICOKOM f1oie IETkux Gopm (41,7%).

BrisiBiieHHBIE pa3nuuus 3aBUCAT OT TUMA TeMOo(pUIUMU U BO3pacTa: Haubosee
BBIPKEHBI MEKTHUIIOBBIE PA3INiMsl B JIETCKOU rpynie (BKIOYas JETKYIO U TSKETYIO
dbopmel, p<0,001; cpennerspkényro Gopmy, p=0,021), a Takxke BO3pacTHBIE pa3IUUUS
BHYTpH Tremowinu A s cpeaHeTsnkénol m tsokénoit dopm (p<0,001). Otu

3dKOHOMCPHOCTH OTpaKaroT KHI/IHI/IKO'6I/IOHOFH‘-IGCKYIO HCOAHOPOAHOCTb TCUCHUA
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3a0oieBaHusl M TpeOyrOT yu€Ta TpH CTpaTU(UKAIUU TAIUEHTOB IO PHUCKY H
IJIAHUPOBAHUM 3aMECTUTEIBHOM Tepanuu.

AHAIM3  PEHTreHOJOTMYeCKHX M  KOMIBIOTEPHO-TOMOrpadguveckux
NPU3HAKOB reMO(PMINYeCKOil apTponaTuM y B3pPOCJbIX manmueHToB (n=461) B
cOOTBETCTBHM C Kinaccupukanueil Arnold—Hilgartner BpIsIBUI 4ETKYIO 3aBHCHMOCTD
cTaauu 3a00J€BaHUs OT BO3pacTa MaleHTOB U TUIA TeMO(UIHH.

B wuccnenyemoit B3pocnoit rpynmne 372 mamuenta (80,7%) oTHOocWIMCh K
BO3pacTHOM kateropuu 18-45 net, a 89 manuenTtos (19,3%) — k rpynmne crapiue 45 Jner.
B Bo3pactHoii rpymnme 18-45 net 3apeructpupoBanbl 320 manueHToB ¢ reMopuianeit A
u 52 mamuenta ¢ remodunuerr B, B rpymme crapmie 45 ner — 75 mamueHTOB C
remouineit A u 14 nauueHToB ¢ remodunneit B.

B crpykrype reMmodunnyeckoi apTponaTuu y NalueHToB ¢ remoduinein A B
Bo3pacte 18-45 mer (n=320) I cragus (pansss, GyHKIHOHANbHAS) BhIssBIeHA Y 106
nanueHToB (33,1%). PeHTreHosornuecku y H3THX MallMEHTOB CYyCTaBHas UIENb
COXpaHeHa, KOCTHBIE CTPYKTYpPhI HE 1€OPMUPOBAHBI, OCTEO(UTHI U CyOXOHIpaIbHbIC
KHCTBI OTCYTCTBYIOT.

II cragus (HayaJbHBIE CTPYKTYpHbIE HM3MEHEHHWs) nuarHoctupoBaHa y 109
nanueHToB (34,1%). st aTo#l cTaguu XapaKTepHbl YMEPEHHOE CY>KEHHE CYyCTaBHOM
menu 10 50% u HavanbHbIE KpaeBble KOCTHbIE H3MEHEHHUs 0e3 BbIpaKEHHOU
nedopmalii CyCTaBHbIX TOBEPXHOCTEM.

I cragus (pa3BépHyTas apTpomnarusi) BbisABIeHa y 74 manueHToB (23,1%) u
COIPOBOXK/IAJIaCh BBIPAXKEHHBIM CY>KEHHEM CyCTaBHOHM mienu Oosee yem Ha 50%,
nedopmalieii CycTaBHbIX OBEPXHOCTEH U (OPMUPOBAHUEM KOCTHBIX pa3pacTaHuM.
IV cranus (tepmunanbHas) ycranosieHa y 31 nanuenta (9,7%) 1 xapakTepu3oBajiach
pPE3KUM CY)XEHHEM JHOO0 OTCYTCTBHEM CYCTaBHOW Iienu, rpyooi aedopmarueit
CYCTaBHBIX TOBEPXHOCTEH M (OPMHUPOBAHUEM KOCTHOTO aHKMII032a

(Tabnuia 3.8).

Tadmmpna 3.8. PeHTreHosornyeckue HW KOMIBHTEPHO-TOMOrpaguuyeckue
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NPU3HAKH APTPONATHH Y B3POCJIbIX NALNEHTOB ¢ reModu/inei B 3aBUCUMOCTH OT

craauu 3a0ojieBanus (mo kiaaccuukamuu Arnold—Hilgartner) (n=461).

CTagum U peHTreHoJI0THYecKHne 18-45, T'd 18-45,T'® | >45,Td® A | >45,T® B
NPU3HAKH A (n=320) B (n=52) (n=75) (n=14)
I (panusisi, pynkunona bHas) 106 (33,1%) | 22 (42,3%) | 6 (8,0%) 1(7,1%)
CycraBHas 1miens coxpaneHna. Koctaere
CTPYKTYpHI 0e3 nedopmaru,
0cTe0(UTOB U, CYOXOHAPAIBHBIX KUCT
II (na4yaJbHbIE CTPYKTYPHbIE 109 (34,1%) | 18 (34,6%) | 18(24,0%) | 3 (21,4%)
U3MeHeHMs):
YMepeHHOe CyKEHHE CYyCTaBHOM 1IeIn
(mo 50%). HauanbHbIe KpacBbie KOCTHBIC
W3MEHEHHs, 03 BBIPAKEHHOI
neopMaIiy CyCTaBHBIX TOBEPXHOCTEH.
III (pa3BépHyTas apTponaTHs) 74 (23,1%) | 10(19,2%) | 28 (37,3%) | 6 (42,9%)
BeipaxxeHHOE Cy)KEHHE CYCTaBHOI IIen
(6onee 50%). Hedopmarus cycTaBHBIX
MOBEPXHOCTEH, KOCTHBIC Pa3pacTaHusl,
MPU3HAKHA XPOHHUYECKOT0 apTpo3a.
IV (TepMHHAIBLHAS CTAXHA) 31 (9,7%) 2 (3,8%) 23 (30,7%) | 4 (28,6%)
Peskoe cyxeHne nim OTCyTCTBHE
cycraBHo# memn. ['pybdas nedopmarus
CYCTaBHBIX IIOBEPXHOCTEH, KOCTHBIN
AHKMJIO3.
Hroro 320 52 (100,0%) 75 14
(100,0%) (100,0%) (100,0%)
Cpasuenue pacnpenenenus craaui (I-1V) P
I'D A: 18-45 vs >45 (2x4) <0,001
I'® B: 18-45 vs >45 (2x4) 0,002
18-45:TD A vs T'D B (2x4) 0,373
>45: TP A vs 'D B (2x4) 0,984

[IpuMedaHue: p — CTATUCTHYECKAS 3HAYMMOCTh PA3JIMUMil PacTIpeeeHUs. CTaIMi 10 KPUTEPHIO ¥
[Tupcona (2x4). [Ipu Maneix okugaeMbIX YaCTOTaxX — TOUHbIN Kputepuit Guiepa

Taxum o0pa3oM, pe3ynbTaThl, IpeCTaBlICHHbIE B Tabaume 3.8, yKa3bplBalOT Ha
BBIPQKEHHYIO BO3PACTHYIO aCCOLMALMIO CTaJuid reMO(HINYecKOl apTponaTHH IO
knaccudukanuu Arnold-Hilgartner y B3pocisix manuentoB. Bo Bo3pacTHoil rpymie
18-45 net nmpeobnananu panuue ctaauu (I-1I), Torna kak y manueHToB crapiie 45 et
CYILLIECTBEHHO Yallle PEeruCTpUPOBAIUCH Pa3BEPHYThIC U TepMuHaibHble ctaauu (II1-
IV), xapaktepusytoiuecs: BBIpa)KEHHBIM CYKEHHUEM CYCTaBHOM 1ienu, aedopmaimeit
CYCTaBHBIX IIOBEPXHOCTEM M NPHU3HAKAMM XPOHHUYECKOIO aprpo3a. YKa3aHHbIC
pasIMYUs CTATHCTHYECKH 3HAYMMBI Kak 1pu reMobmmn A (y? 2x4, p<0,001), Tak u
npu remodumnu B (% 2x4, p=0,002) B CBA3U ¢ MaIOi YHUCIEHHOCTHIO OATPYIIIEL

nalueHToB crapiie 45 net (n=14).
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JlomuHMpOBaHWe TeMOpMWINK A BO BCEX CTaAusaX 3a00JeBaHUs OTpakaeT e€
0o0J1ee BBICOKYIO PaCIpOCTPaHEHHOCTD B MOMYJISALIUU U OTYEPKUBAET HEOOXOIUMOCTh
PaHHEN AUArHOCTHUKH, JUHAMUYECKOTO peHTrenosiornuyeckoro u KT-MmoHuTopunra, a
TaK)K€ CBOEBPEMEHHOM KOPPEKIMU 3aMECTUTEIBLHON Tepamnuu ¢ IeNIbI0 3aMeJICHUS
MPOTPECCUPOBAHMS CYCTaBHOTO TOPAXKEHUSI W NPEAOTBPALICHHUS WHBAIUIU3ALNU
MAIMEHTOB.

AHAJIM3 PEHTIeHOJIOTMYECKHUX NMPU3HAKOB MOPAKeHNsI CYyCTABOB Y JieTeil C
remMouiiMei B 3aBUCMMOCTH OT BO3pacTa MoKa3zajl YETKYIO BO3PACTHYIO SBOJIOLIHUIO
U3MEHEHUN — OT MPEUMYIIECTBEHHO (YHKIMOHAIBHBIX HAPYLICHUM B MIIQAIIAX
BO3PACTHBIX TPYMIAaX K TMOSBICHUIO EAWHUYHBIX CTPYKTYPHBIX TPU3HAKOB B
MOAPOCTKOBOM Bo3pacte (Tabnuna 3.9).

B rpynmne aereii 1-5 net xak npu remodunuu A, Tak u npu remodpunuu B
JTOMUHUPOBAIM  (DYHKITMOHAIbHBIE W3MEHEHHS, MPEACTABICHHBIE BBITOTOM W
pacmpenueMm cycraBHor menu (75,0% u 80,0% coorBercTBeHHO). CTPYKTYpHBIE
PEHTIeHOJOTUYECKHE TPU3HAKH (CYKEHHE CyCTaBHOM eI, HEPOBHOCTh CYCTaBHBIX
MOBEPXHOCTEH, CYOXOHIpaJibHbIE W3MEHEHHS) B JIaHHOW BO3PAacCTHOM TpyIIe
MPAKTUYECKAU  HE  BBIABISIUCH, UYTO  CBHUJIETEIBCTBYET 00  OTCYTCTBUHU
c(hOpMUPOBAHHOT'O XOHJIPATHHO-KOCTHOTO MOPaKEHUS.

VY nereii 6-12 net coxpaHsuiock npeodiiaganue PyHKIIMOHAIBHBIX U3MEHEHUH,
OJIHAKO OTMEYaJIOCh TOSBJICHUE €IUHUYHBIX PAHHUX CTPYKTYPHBIX MPU3HAKOB.
YacToTa BBINOTA U PACHIMPEHUS CYCTaBHOM I1IeJIM CHIKaNach (42,9% npu remodunuu
A u 40,0% npu remodunuu B), OqHOBPEMEHHO PErMCTPUPOBAIUCH NEPBBIE CIIydaH
YMEPEHHOTO Cy>KeHHs cycTaBHOM menu (4,3% u 2,2%), cyOXoHApaIbsHOM OCTEOTICHUH
(5,7% wn 4,3%), a TakKe €AMHUYHbIE IPU3HAKH HAYaJIbHOW MEPECTPOMKH CYCTaBHBIX
MOBEPXHOCTEH. OTHU U3MEHEHUsS HOCWIM OrPAHUYCHHBIM XapakTep MW HE
COMPOBOXKIATUCH TPYyOOH nedopmariieii CycTaBoB.

B moapoctkoBoii rpynme 13-17 JieT BBISABISUIOCH JajdbHEWINIEe CHIKCHHE
4acTOThI PYHKITMOHAIBHBIX MPOsiBIIEHUH (BBITOT — 16,7% mipu remoduuu A u 17,4%
npu remodrinu B) U TosIBICHUE CTPYKTYPHBIX PEHTTCHOJIOTHYECKUX W3MEHCHHM,
OTpaXkaroluX HavaJlbHbIE CTaauu (popMuUpOBaHUS reMopuiInueckoil aprponaruu. B

ATOW BO3PACTHOM TPYyMIE PErHCTPUPOBAIUCH YMEPEHHOE U BBIPAKEHHOE CY)KCHHE

CYyCTaBHOW III€JTM, HEPOBHOCTh CYCTAaBHBIX [MOBEPXHOCTEH, CyOXOHApaIbHas
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OCTEOINEHUs, €AMHUYHBIE CYOXOHJpajdbHble KHUCTHI W TpU3HAKU Jedopmanuu
smudu3oB. IIpu 3TOM BCe CTPYKTYpHbIE H3MEHEHHUS HOCHUIM €JAWHUYHBIA WIH
MaJO4YaCTOTHBIA XapakTep M BbISBISJIUCH HECKOJIBKO 4allle y MalMeHTOB C
remoduivei A nmo cpaBHeHUIO ¢ remodunueit B.

JUJis Bcex BO3pACTHBIX IPYII OCTEO(PUTO3 U aHKUIIO3 HE ObUIN XapaKTEpHbI, YTO
MOATBEPKIAAET OTCYTCTBHE BBIPAKEHHBIX IET€HEPATUBHO-1ECTPYKTUBHBIX U3MEHEHUI
CyCTaBOB B JIETCKOM BO3pacCTe.

Tabamua 3.9. PeHTrenoiornyeckyue NPpU3HAKM MOPAKEHUs CYCTABOB Yy JIeTei ¢

reMo(uineil B 3aBMCUMOCTH OT Bo3pacrta, n (%)

PeHTrenosioruveckuii 1-5 ner 6-12 Jet 13-17 aer
NPU3HAK I'o A ToB o A I'oB o A I'oB
(n=40) (n=15) | (n=140) | (n=45) (n=48) (n=23)
Brimot, pacumpenue 30 12 60 18 8 4
CYCTaBHOM IIEJIN (75,0%) | (80,0%) | (42,9%) | (40,0%) | (16,7%) | (17,4%)
YMepeHHoe cyXeHue 1(2,5%) | 0(0,0%) | 6(4,3%) | 1(2,2%) 5 2 (8,7%)
CYCTaBHOM NN (10,4%)
BrIpaxkeHHOE Cy)KCHHE 0 (0,0%) | 0(0,0%) | 0(0,0%) | 0(0,0%) | 1(2,1%) | 0 (0,0%)
CYCTaBHOM eI
HepoBHOCTH CyCcTaBHBIX 0 (0,0%) | 0(0,0%) | 0(0,0%) | 0(0,0%) | 4 (8,3%) | 2 (8,7%)
IIOBEPXHOCTEU
CyOxoHapanbHast 2 (5,0%) | 1(6,7%) | 8 (5,7%) | 2 (4,4%) 5 2 (8,7%)
OCTEOTICHHUS (10,4%)
CyOxoHapabHbIe KHCTHI 0 (0,0%) | 0(0,0%) | 1(0,7%) | 0(0,0%) | 2 (4,2%) | 1 (4,3%)
(eIMHUYHBIE)
Jebopmanus 0 (0,0%) | 0(0,0%) | 1(0,7%) | 0(0,0%) | 2 (4,2%) | 1 (4,3%)
S (HU30B/CyCTaBHBIX
MMOBEPXHOCTEH
OcteohuTsl 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%)

Ipumeuanne: B Tabnuie NpeACTaBICHBI a0CONIOTHBIC 3HAYEHUSI 1 OTHOCHTEJbHAS YacTOoTa MPU3HAKOB (N,
%) B COOTBETCTBYIOIIMX BO3PACTHBIX Ipymmax. IIponeHTsl paccyMTaHbl OT OOIIEr0 YHCJIa MAlHECHTOB B
KaXJI0¥ NOArpyINIie 10 TUIy reModuinu

Takum o0pa3oM, PEHTI€HOJOTMYECKUE MPU3HAKU MOPAXKEHUSI CYCTABOB Y
neTell ¢ reMopuIMell UMEIOT BBIPAKEHHYIO BO3PACTHYIO 3aBUCMMOCTh. B Muaammx
BO3PACTHBIX T'PYIIAax MpeodianaroT PyHKIMOHAIbHBIE U3MEHEHHUs, 00yCIOBICHHBIC
OCTPBIMH U TIOBTOPHBIMHU IreMapTpo3aMu, 6e3 GOpMHUPOBAHUS CTOUKUX CTPYKTYPHBIX
MIOBPEXIAEHNN. B mOIpOCTKOBOM BO3pacTe NOABIIAIOTCA IIEPBbIE PEHTIEHOJIOTUYECKUE
IIPU3HAKU CTPYKTYPHOT'O MOPAXKEHHUS CYCTaBOB, OJJHAKO OHU HOCSAT OTPAHUYEHHBIN U
HavyaJbHBIN Xapakrep. bosee BBICOKAs 4aCTOTa OTAENBHBIX CTPYKTYPHBIX H3MEHEHUIN

y AeTel ¢c reModuinen A yka3pIBaeT Ha TEHICHIUIO K OoJiee paHHeMY (POPMUPOBAHUIO
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apTpomnaTHu 1Mo cpaBHeHUIO ¢ remodunuei B. [lomydeHHbie JaHHBIE TOATBEPKIAIOT
BOXKHOCTh paHHEH NMPO(UIaKTUKHU T€MapPTPO30B U TIMHAMUYECKOTO JTy4€BOTO KOHTPOJIS
JUISL IPEYTIPEKICHUS MIPOTPECCUPOBAHNS CYCTaBHOTO MOPAKEHUS.

['emapTpo3 y aeTeil oTiinyaics OCTPbIM TEUEHUEM, COMPOBOXKIAICS OOJIEBBIM
CUHJIPOMOM U TPHUIYXJIOCTbIO, HOCWUJ TMPEUMYIIECTBEHHO (YHKIIMOHAIBHO
OoOpaTUMBI XapaKTep U XapaKTepU30BAJICI MUHUMAIbHBIMU PEHTTEHOJIOTHYECKUMU
M3MEHEHUSMU, TOrJ1a KAK y B3POCJBIX NAlIMEHTOB OH, KaK IPABUJIO, Pa3BUBAJICS HA
(OoHE XPOHUYECKOTO MOPAXKEHHSI CYCTaBOB U UMEII OoJiee TSHKENOE, TPOrpeECCUPYIOLLEe
TEUECHUE, COMPOBOXKIABIICECS PAa3PYLIEHUEM U BBIPAKEHHBIM HCTOHUEHUEM XPSILIEBOU
TKaHW, CYKCHHUEM CYCTaBHOM Ieiau, (OpMUPOBAHUEM CYOXOHJPAIbHBIX KHUCT,
SPO3UBHBIMM HM3MEHEHUSMH KOCTHOM TKaHHW, pa3pacTaHUEeM OCTEOPUTOB U

,Z[GPGHepaIIHEEﬁ MCHHCKOB.

3.5. YabTpacoHorpadpuieckue nposiBJIeHUS NMOPAKEeHU CYCTABOB y NALIMEHTOB €

FeMO(l)HHHeﬁ B 3aBHCHMOCTH OT TSI’)K€CTH TeueHHUsI 3a00/1eBaHUA

B xonme ynbTpacoHorpaduyeckoro o0cieIoBaHUs B3POCIBIX MAlUEHTOB C
pa3sTUYHONW  TSDKECThIO  TEYCHWS  TreMopwink  ObLJI0O  YCTAHOBJEHO,  UTO
ylIbTpacoHOTpadUYeCKuid  METOJ 00JIalaeT BBICOKOM YYBCTBUTEIBHOCTHIO B
BBISIBJICHMM PAaHHUX NMPU3HAKOB MOPAXKEHHUS CyCTABOB.

VY bTpacoHorpaduuecKoe UCCIIe0BaHIE CYCTaBOB OBLIO BHITIOIHEHO Y MAIEHTOB
c reModmment A u B, pacripeienéHHbIX M0 TSHKECTH TEUEHUS 3a00JICBaHMsI CIISAYIOIIUM
o0pa3oM: MpH JIETKOM TedeHHH oOcienoBaHbl 7 U 10 maryMeHToB COOTBETCTBEHHO, MPHU
cpemHeTsDKENMoM — 23 W 23 manueHTa, a npu TSHKETOM TeUEeHUU — 27 MalUeHTOB C
remodunuen A u 26 nmanueHToB ¢ remodunmeii B.

Y nauueHToB ¢ Jérkoii ¢popmoii 3a601eBaHuA dXorpadUIeCKUe N3MCHECHHUS
HOCWJIM TIPEUMYIIECTBEHHO €JIWHUYHBIA ¥ (DYHKIIMOHAIBHBIN Xapakrep. Tak,
AMU30/IMYECKUE TeMAPTPO3bl PETUCTPUPOBATHUCH Y 6 U3 7 MAIUEHTOB ¢ TeModuauenn A
(89,7%) u nmumb y 2 u3 10 naruentoB ¢ remoduiueit B (20,0%), uto ykassiBaeT Ha
00J1ee BBICOKYIO CKIIOHHOCTh K CyCTaBHBIM KPOBOUBIUSHUAM MpU reMopuiiuu A naxe

npu a€rkoMm TedeHuH. Cpeau CTPYKTYPHBIX HM3MEHEHHHM Mpeo0amano Haaudue
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JKUJIKOCTH B TIOJIOCTH CYCTaBa, BBIABICHHOE Y 2 manueHToB ¢ reModrmeit A (30,0%)
u y 2 nmanueHTtoB ¢ remodpuiueit B (15,0%), a Takxke yToNIIeHME CHHOBUAIBHOU
000J104KH, OTMEUYeHHOe y 2 mauueHToB (23,0%) ¢ remodunueit A u y 1 nauuenra
(9,0%) ¢ remoduaueit B. JlaHHbIe NpPU3HAKH OTPAXKAIOT HAYaIbHBIC MPOSBICHUS
PCaKTUBHOT'O CHHOBHTA 0€3 (POPMUPOBAHUS CTOMKUX CTPYKTYPHBIX H3MEHCHUH.

Ilpu cpenHerskéaoM TedeHue reMOopWINHM HAOIIONATIOCH CYIIECTBEHHOE
yYBEITUYCHHE YaCTOTHI MAaTOJIOTMYECKUX sXorpaguuecKkux MPU3HAKOB,
CBUJIETENIBCTBYIOIIEE O MEPEX0/AE K XPOHUUECKOMY BOCHAIUTENBHO-AECTPYKTHBHOMY
npoiieccy B cycraBe. [IoBTOpHbIE reMapTpo3bl BhISIBISUINCH Y 14 U3 23 manueHToB C
remodpunuein A (63,0%) u y 11 u3z 23 nanuenroB ¢ remodpunueinr B (49,0%).
OAHOBpEMEHHO BO3pacTajla 4YacToTa MPU3HAKOB XPOHUYECKOIO  CHHOBHTA,
nuarHoctupoBaHHoro y 12 manuentoB (53,0%) ¢ remodunueit A u 'y 10 narueHToB
(45,0%) c remodunueit B. Kpome TOro, y man@eHTOB JaHHOW TPYIIIbI OTMEYAIUCh
yTOJIIEeHUe cycTaBHOM Karcynbl — y 10 manuentoB (43,0%) ¢ remodunueit A u'y 8
nanueHToB (33,0%) ¢ remodunueit B, a Takke pazpactaHue CHHOBHAIBLHON 000JI0YKH
¢ ¢puOpO3HBIMU U3MEHEHUSIMHU, BBISIBJIEHHOE Y 5 manueHToB (23,0%) ¢ remoduineit A
n 'y 2 manuenToB (9,0%) ¢ remodunueit B. DT n3menenus oTpaxarot GopMupoBaHUe
CTOMKOTO XPOHHUYECKOI0 BOCHAIMTENBHOIO TIpolecca ¢ HayaioM (GuOpo3HOH
MIEPECTPONKH CYCTAaBHBIX CTPYKTYP.

Y naumMeHToB ¢ THAKEJIBIM TeUYeHUeM 3a00JIeBaHUs yIIbTPA3BYKOBAsI KapTHHA
COOTBETCTBOBaJIa  c(opMHUpOBaBIICCS  TeMOPWIMYECKOW  apTpomaTtuu ¢
BBIPOKCHHBIMUA CTPYKTYPHBIMH W JIET€HEPATHUBHO-ICCTPYKTUBHBIMUA H3MEHEHUSIMHU
cycraBoB. Jledopmaimsi CyCTaBHBIX MOBEPXHOCTEW peructpupoBaiachk y 25 uz 27
nanueHToB ¢ remoduimein A (93,0%) u y 11 u3z 26 nanuentoB ¢ remopunueii B
(43,0%). ®ubpo3HbIC BKIOYCHHS B TIOJOCTH CYCTaBa BBISBISUINCH Y 25 MallUEHTOB
(91,0%) c remoduueit A u'y 10 naruentos (40,0%) ¢ remodunueii B, a pacumpenue
cycraBHoi monoctd — y 24 marmumentoB (89,0%) m 10 mamumentoB (37,0%)
COOTBETCTBEHHO. YacTo BHU3yaIM3UPOBAINCH KPOBOUBIUSHUS B CHHOBHAIBHYIO
000JI0YKy B BHUJE THIEPIXOTEHHBIX Yy4acTKOB — y 23 mamueHToB (85,0%) c

remopmwmeir A u y 9 mammentoB (33,0%) ¢ remodunmeit B. IlpusHaku KOCTHOM
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JNECTPYKIIMM W  CHIDKCHHUS MUHEPAIbHOW TUIOTHOCTH TaKXKe€ BCTPEYAIHCH
MIPEUMYIIECTBEHHO MPU TeMODWINN A: MEITKOOYaroBble ASCTPYKIIMA KOCTHOW TKaHH
BbIsiBJIeHBl ¥ 21 manuenta (77,0%) ¢ remodunueit A u y 8 mauuentoB (29,0%) c
remouueit B, nuddy3usiit ocreonopos —y 16 nauuenton (59,0%) u 7 nanueHToB
(25,0%) cooTBeTCTBeHHO. VI3MeHEeHHUs CBA30YHOIO —ammapara, BKIIOYas €ro
YTOJIIICHUE U CHUXEHUE DXOTECHHOCTH, (PUKCUPOBAIHCH y Oo0jee 4eM TOJOBUHBI
MalueHToB ¢ Tspkémoi remodmmmeit A (15 mammenToB — 55,0% u 14 manueHToB —
53,0%), Torma kak mpu remoduinu B nanHbIe MPU3HAKU BBISBISUIMCH 3HAUYUTEIHHO
pexe (mo 6 mamuentoB — 23,0%). dopmupoBaHme 0OCTEO(UTOB TaKXKe dYaIle
peructpupoBasioch npu remopuiuu A: kpaeBble — y 13 mamuentoB (49,0%),
BbIpakeHHbIC — y 13 manuenTtoB (47,0%), Torna kak npu remoduauu B —y 5 (19,0%)
u 3 (10,0%) naueHToB cooTBeTCTBEHHO (Tabauma 3.10).

Cnegyer OTMETUTH, UYTO MPHU JIETKOM TEUEHUU TeMO(MUIUU SIU30/INYECKUE
reMapTpo3bl JOCTOBEPHO 4Yallle BBIABISUIMCH y TAIMEHTOB C TemModmimer A 10
cpaBHeHHIO ¢ reModuueit B (79,0% npotus 17,0%; p = 0,018).

[Ipu cpemHeTsHKEIOM TEUEHWH CTATUCTUYCCKUA 3HAYUMBIX PA3THUANA MEKITY
rpynnamMu Mo 4acToTe XpOHMYECKOrOo CHMHOBUTA HE BbIABIECHO (53,0% u 45,0%; p =
0,54).

[Ipu Tsx€nom TeueHun 3aboeBaHus aedopmalus CyCTaBHBIX MOBEPXHOCTEN
3HAYUTEIBHO Yallle PEeTUCTPUPOBAIacCh y ManueHToB ¢ remoduineit A (93,0%) mo

cpaBHeHUIO ¢ remoduueit B (43,0%; p <0,001) (tabmuia 3.10).

Tabmmpa 3.10. YabTpacoHorpadpuyeckue NpPHU3HAKHM MOPAKEHUHA CYCTABOB Yy
naguMeHToB ¢ remodpuiaueii A u B B 3aBHCHMMOCTH OT TSHXKECTH TeYeHUs!

3a00J1eBaHuA (a0COJTIOTHOE YUCJI0 MAIIMEHTOB U 1011, %)

YabrpacoHorpadpuueckuii Jlérkoe Cpennerskéoe Tsxénoe
NPHU3HAK A (n=7) B p A B P A B p
(n=10) (n=23) | (n=23) (n=27) | (n=26)
Onu30An4YeCKUe TOBTOPHBIE 6 2 0,015 14 11 0,540 0 0 1,000
reMapTpOo3bl (89,7%) [(20,0%) (60,9%) |(47,8%) (0,0%) | (0,0%)
Hanuuue xKUIKOCTH B IOJIOCTH 2 2 1,000 0 0 1,000 24 10 <0,001
cycTaBa (28,6%) [(20,0%) (0,0%) | (0,0%) (88,9%) | (38,5%)
VToieane CHHOBUAIBHON 2 1 0,536 12 10 0,768 0 0 1,000
000J10UKH (28,6%) [(10,0%) (52,2%) |(43,5%) (0,0%) | (0,0%)

97



XpOoHUYECKUI1 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%)
VYTomnuenue cycTraBHON 0 0 1,000 10 8 0,764 0 0 1,000
KaIlCyJIBI (0,0%) |(0,0%) (43,5%) [(34,8%) (0,0%) | (0,0%)
Pa3zpacranue cuHoBUaIbHOU 0 0 1,000 5 2 0,420 0 0 1,000
0007109KH ¢ HUOPO3HBIMH (0,0%) | (0,0%) (21,7%) | (8,7%) (0,0%) | (0,0%)
M3MEHEHHUSIMHU
Hedopmarist cycTaBHBIX 0 0 1,000 0 0 1,000 25 11 <0,001
MTOBEPXHOCTEH (0,0%) | (0,0%) (0,0%) | (0,0%) (92,6%) | (42,3%)
®ubpo3HBIC BKIIOUYCHUS 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%)
Pacmmpenne cycraBHOM 0 0 1,000 0 0 1,000 24 10 <0,001
ITOJIOCTH (0,0%) | (0,0%) (0,0%) | (0,0%) (88,9%) | (38,5%)
KpoBoussusinus B 0 0 1,000 0 0 1,000 23 9 <0,001
CHHOBHAJIBHYIO 000JIOUKY (0,0%) | (0,0%) (0,0%) | (0,0%) (85,2%) | (34,6%)
(TMIepIXOTeHHBIE YUACTKH)
Menkoo4aroBblie JECTPYKIMU 0 0 1,000 0 0 1,000 21 8 <0,001
KOCTHOM TKaHU (0,0%) | (0,0%) (0,0%) | (0,0%) (77,8%) | (30,8%)
[Mpuznaxu augdys3Horo 0 0 1,000 0 0 1,000 16 7 0,029
0CTeonopo3a (0,0%) | (0,0%) (0,0%) | (0,0%) (59,3%) | (26,9%)
VTonienue CBI304HOI0 0 0 1,000 0 0 1,000 15 6 0,020
ammapara (0,0%) |(0,0%) (0,0%) | (0,0%) (55,6%) | (23,1%)
CHMXEHUE DXOI€HHOCTH 0 0 1,000 0 0 1,000 14 6 0,048
CBSI30YHOTO armapara (0,0%) |(0,0%) (0,0%) | (0,0%) (51,9%) | (23,1%)
Kpaessie ocreoduTs 0 0 1,000 0 0 1,000 13 5 0,037
(0,0%) | (0,0%) (0,0%) | (0,09%) (48,1%) | (19,2%)

IIpumevanue: p — cTaTUCTUYECKAs! 3HAUMMOCTD Pa3IM4YMid 4acTOThl Ipru3Haka Mexay '@ AuI'®d B
BHYTPH KaXJIOH CTETICHHU TSDKECTH MO TOYHOMY Kputepuio ®umrepa (2x2). [IporeHTsl paccuyuTaHbl
OT N B COOTBETCTBYIOLIEH MOATPYyIIIE

Takum 00pa3oMm, CpaBHUTENbHBIN aHANIMU3 YJIbTPACOHOIPAPUUYECKUX JTAHHBIX
MOKa3aJl, 4TO HAWOOJBIINE MEXKTPYIIOBBIE PA3NMHUUAS MEKIy remoduiauein A wu
remouiieit B BBIABISIOTCS MpU THKEIOM TEUSHUH 3a00JIeBaHUs. Y KE MPHU JETKOM
TEYCHUH TEeMO(PWINU S3MU30UYECKHE TOBTOPHBIE T'e€MapTPO3bl JOCTOBEPHO 4Yallle
perucTpupoBaIUCh ipu TeModrnu A 1o cpaBHeHUIO ¢ remodunueit B (6/7 (85,7%)
u 2/10 (20,0%); p=0,015). IIpu 3TOM 1O OTAENIBHBIM 3XOrpapUuecKuM MpU3HAKAM
PEaKTUBHBIX HM3MEHEHHH (HaIW4YUe J>XUAKOCTH B TIOJOCTH CYCTaBa, YTOJIICHHE
CUHOBHUAJIBHOU 000JOYKH) CTATUCTUYECKU 3HAUYMMBIX PA3IMYUl MEXIy THUIaMU MpU
JErKOM T€YeHUHU He BBIsBIIEHO (p>0,536).

[Ipu cpenHeTsHKENOM TeUeHUH 3a00JE€BaHUS YaCTOTa XPOHUUECKOTO CHHOBUTA,
YTOJIIICHUS CYCTaBHOM Karcyyibl U GUOPO3HBIX M3MEHEHUN CUMHOBHAJILHON 000JI0YKH
Mex Iy remodunmeit A u B cratuctuuecku 3HaYnMMo He paznndanach (p=0,420-0,768),
YTO YKa3bIBAET HA COMOCTAaBUMYIO MPEJCTABICHHOCTh ATUX YIbTPAaCOHOTpapUUeCKuX

IIPU3HAKOB B HaHHOﬁ cTpare.
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HauGonee BbIpaKeHHBIE pa3Iuuds MEXAY TPyNIaMd YCTAHOBIEHBI MPHU
TSOKEIOM TEYEHUU TeMO(UIMU: y MalUeHTOB ¢ reModuiueid A 3HaYUMO yvalle
BBISIBJISUIMCH  JilepopMaiiisi CyCTaBHBIX MOBEPXHOCTEH, (UOPO3HBIE BKIIOUYCHUS,
pacUIMpeHre CYCTaBHOM TMOJOCTH, MPU3HAKU KPOBOMIIHUSHUN B CHUHOBHAIBHYIO
000JI0YKy W MeJIKoouaroBoi kocTHoul pgectpykuuu (p<0,001), a Takxke wyarie
PETUCTPUPOBANIKMCH TNpu3Haku auddys3Horo ocreomoposa (p=0,029) m KpaeBbIX
ocreoputroB (p=0,037). DOTu paHHBIE OTpa)xkaloT 00Jiee€ BBICOKYIO YaCTOTY
CTPYKTYPHBIX HM3MEHEHHUH MpPHU THKEIOM TEUCHHHM TeMOopuind A 1O CPaBHEHUIO C
remodumeii B.

3.6. UacTroTra M Xapakrep OCJI0KHEHMHA reMO(HJIMH Yy NMALUEHTOB B YCJIOBHSAX
JIETHEro Ce30Ha

BrlsiBIIeHO, UTO MAIUEHTHI ¢ TeMO(PUIHEN pearupyroT Ha U3MEHEHUS TTOTOAHBIX
YCJIOBHM: B KapKUW MEPHUOJ] r0/1a YaCTOTa U CTPYKTypa OCIIONKHEHUH BO3pacTalu 10
CPaBHEHUIO C XOJOJIHBIM BPEMEHEM T'OJ1a.

[IpoBenéHHbIC HAay4YHBIE HCCIEAOBAHMS TOJITBEPKIAIOT, YTO CKIOHHOCTHh K
reMO(PIBHBIM KPOBOTECUCHHUSM YBEIUYMBACTCS TMPH HM3MEHEHUW KIMMATHYCCKUX
YCJIOBUM peruoHa npeObIBaHUsI.

N3ydeHne CTPYKTyphl OCIOKHEHHWM Yy manueHToB ¢ remodunueir A u B
MOKa3aJlo, 4TO KaKk npu remoduinu A, Tak u npu remodpunuu B Hamnbosee yacTto B
YKapKUH MEPHOJI T0/1a PETUCTPUPOBAIHUCH TAKHUE OCIIOKHEHHSI, Kak reMapTpo3sl (79,0%
npotuB 17,0%), remarombl msrkux TkaHe (77,0% npotus 15,0%) u crioHTaHHBIE
kpoBoTedeHus (67,0% mpotus 15,0%).

OcnoXHEHUS BTOPOTO YPOBHSI BCTPEYAEMOCTH MpU 00enx GhopMax reMopuInu
BKJIIOYAU CyOKOHBIOHKTHBAJIbHBIE KpoBou3ziusius (37,0% u 7,0%), keiya04HO-
KUIIeyHble kpoBoTeueHus (22,2% u 5,7%), BHyTpuuepensbie kpoBousnusaus (3,0%
u 1,0%) HaGmofanvuch 3HAYUTENBHO PEXKE M 3aHUMAId BTOPOCTEIIEHHOE MECTO B

CTPYKTYpE OCJIOKHEHUH (pUCYHOK 3.3).
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Pucynok 3.3. CTpyKkTypa M 4acToTa 0CJI0KHEHUI Y NALMEHTOB ¢ reMouiuei

Takum oOpa3zoM, B KapKHUil MEPUOJI T0/Ia 4YacTOTa OCJIOXKHEHUN BO3pacTala 1o
CPaBHEHMIO C XOJIOJHBIM BpeMeHeM. Hanbomee pacrpocTpaHEHHBIMU OCI0KHEHUSIMU
reMopuINK SIBJSUTHCh TEeMapTPO3bl, TeMaTOMbl MATKHX TKAaHEW, CIOHTAHHbBIE
KPOBOTEUCHHUS, TOTJa KaK CyOKOHBIOHKTUBAJIbHBIC KPOBOWBIIUSHHS, KEIYyIOYHO-
KUIIEYHBIE KPOBOTEYEHHS U BHYTPUYEPENHBIC KPOBOM3IUSHUS BHICTYNAIN HA BTOPOU
TIJIaH.

Cayuyal U3 KIMHAYECKOM NMPAKTUKH.

bonbnoi I'. I11., 24.12.2001 roga poxaenus, xxutensb paiiona Hocupu Xycpana,
cena [laxTaaban, rocrnuranu3upoBaH B remarojoruyeckoe otaenenue 'Y HMIPT
«IIndoodaxmy 11.10.2022 u Beimucan 11.11.2022.

C muaraozom: reMouinus «By», cpeqHeTsHkEnas cTaaus, B CTauu 000CTPEHHSI.

OcnoxxHeHue: apTpornaThsi KOJIEHHBIX U JIOKTEBBIX CYCTaBOB. MeEXMbIIICUHAS
remMaToMa IpaBoy IOJICHH.

boiibHOM B CO3HAHWHK, OTBEYAET HA BOMPOCHI MOJHOCTHIO W IPABHIBHO.
[[IuToBuaHAas kene3a HeBenuKa. [[paBUIIbHO MOHMMAET OKPY>KAIOLLYIO CPEAY U BPEMSL.
[TaTonoruueckux peaeKkcoB HET.

2KamoOs1 001bHOTO MPU FOCIUTATIU3AIUN: 00I1ast C1a00CTh, BSJIOCTh, TOJIOBHAS
00JIb, CHUKEHHUE amnmeTuTa, O0JM B KOJICHHBIX U JIOKTEBBIX CyCTaBaX, OrPaHHUYCHUE
JIBU>KCHUS B HUX.

M3 anamnezis morbi: cuuTaeT cebf OONMBLHBIM C JIETCTBA, HAXOJIWUTCS IO
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HaOJII0ICHUEM Bpada-TemMarojora ¢ quario3om remodunus "B". PerynspHo momydaer
aMOyJaTOPHOE W CTallMOHApPHOE JIeUeHHWE Y Bpauda-rematosiora. llpuHumaembie
JIEKAPCTBEHHBIE CpencTsa — PEKOMOMHAHTHBIE (dakTopsl KpOBH,
KPOBOOCTAHABJIUBAIOLINE npenaparsl, aHAJIbI€THUKH, KpUOIPEIUITUTAT,
3aMOPO’KEHHAsI CHIBOPOTKA U Ap. YXYJIIEHUE COCTOSHUS B MOCIIEIHIO HEJENI0 OH
OTMEUaeT TOoCIe YCHIICHUs 00Jiel U KPOBOTEUEHHUS U3 HOCA, B CBSI3M C YeM OOJIbHOMU
OB TOCTUTAIM3UPOBAH B TEMATOJIOTHYECKOE OT/IEICHHE.

N3 anamnezis vitae: 00JbHON OBUT TPETHUM PEOEHKOM, POJAUBIIUMCS B CEMbE
pabo4yero u BBIPOCHIUM B OTHOCHTEIBHO OJIArOMOMYYHBIX MAaTepUaIbHO-OBITOBBIX
yCciloBuUsX, oOpa3oBanue cpemaHee. OnuHokui. M3 mnepeHecéHHBIX 3abojeBaHUMN
orMedaeT — rpunm. TyOepkyn€3 u BeHepuueckue 3a0ojeBaHus y ce0sS U CBOMX
POJICTBEHHHKOB OTpHUIllaeT. HermepeHocMMOCTH JIEKapCTB HET.

Status praesens. OO1iee cocTosiHHE OOJIBHOTO TSAKEIOE, TIKECTh COCTOSHUS
oOycIiioBiIeHa OCHOBHBIM 3a0osieBaHueM. Koxka M ciausucTble 000JIOUKH OJIETHBIE.
[lepudepuueckue mumbaTudecKre y3ibl HE yBEITHUCHBI.

[ToIK0KHO-KUPOBOM CIIOW paclpeiei€éH PABHOMEPHO.

Co cTOpOHBI ONIOPHO-IBUTATEIBHOTO annapara 0OHapy eHbl — aHKUII03 KOCTEH
3aIsICThs M JIOKTEBOTO cycTaBa. OTEKOB HET.

[Ipu ayckynbTanuu 1Erkux onpeaeseTcs Be3uKyasapHoe apixanue. CepieuHbie
TOHBI SICHbIE, pUTMHUYHbIC; padoTa cep/illa He HapylleHa. ApTepUalibHOE JaBJICHUE —
110/70 mm pt. cr., mynbc — 80 yaA./MUH, PUTMHUYHBIN, TOJHBIA, PaBHOMEPHBIH,
OJIMHAKOBBIN Ha 00enx pykax. SA3bik uncTbiid. JKUBOT MATKkuii, 6€300J€3HEHHBIN TIPH
nanbnanuu. [leueHp u cene3éHka He MaNbUPYIOTCS, pa3Mepbl neueHu no Kypiosy —
9x8x7 cMm. Ctyn perynspubiii. O6macTh modek 0e3 MaTOJIOTMYECKUX HU3MEHEHHH,
MOYKA HE MAIbNUPYOTCA B Tpeéx mnonoxeHusx. Cumnrom IlactepHankoro
OTpHULIATENBHBIN ¢ 00erX CTOpoH. Moueuncyckanue cBo0oiHOe, 6€3001e3HEHHOE.

JlaGoparopuble uccnenoBanus: rpynmna kposu — III, pe3yc-monoxutenbHbIN
(+). O6wmuii ananus kposu oT 12.10.2022: spurporutst — 2,50x10'%/11, reMmornoOuH —
60 r/n, mBeTroBo¥ mokaszarens — 0,72; tpomborutel — 180*109/m; nedkonuTHl —
8,40*109/n, so3unoduisl — 1,0%; mumdbouutst — 12,0%; monouuts! — 2,0%; COD —

15 mm/u. B munamuke (18 oxta6pst 2022 r): sputporutsl — 3,10%1012/11; remornobun
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— 66 1/71; IBeTHOM TToKa3areib KpoBH — 0,63 ; TpomOonmThl — 353*109/71; IEHKOIUTHI —
7,50*109/m1; 203un0dub1 — 1,80%; mumdbonutsl — 24,50%; moHomuTsl — 5,60%; COD
— 38 MM/4.; oT 28 okTsa0pst 2022 1.: spuTporutsl — 3,40*1012/11; reMorno6un — 76 1/11;
IBETHOW T0Ka3arenb kKpoBu — 0,67; Ttpomboumtel — 436*109/m; nedkonuTbr —
8,30*109/m; so3unodunsl — 1,0%; mumdoruter — 13,10%; monoruTel — 9,30%; COD
— 63 MmM/4ac.

OOmuit aHaM3 MOYH: IIBET — JKENTHIN; MPO3PAYHOCTh — mpo3pauHas; pH — 6,0;
oenok 0,066%; rir0K03a — OTpULIATENIbHAS; KETOHBI — OTPUIATENIbHbIC; OUITUPYOUH —
OTPHUIIATEBHBIN;, YPOOMIMHOTEH — B TIpe/iesiaX HOPMbI, OTHOCUTEIbHAS TUIOTHOCTh —
1010; ToHKHMI >nUTENUN B mpenapare — Majio; HEM3MEHEHHBIE SPUTPOIUTHI B 30HE
smanus — 1-2; nedkoruThl — 12-13, He 3HaYUTEIbHOE KOJUYECTBO OKCAIaTOB.

Konporpamma — kan Ha siiina TJIIMCT OTPULATEIIbHBIN.

buoxumuyeckue aHanu3bl KPOBU:

Koarynorpamma ot 11 okts6pst 2022 r.: mporpomOuHOBBIN nHAEKC — 38,20%,
npotpom6uHOBOE BpeMms — 21,3 cekynas; MHO — 1,91; ¢pubpunoren — 6,0 r/x; AIITB
— 96,1, Tpom6buHOBOE Bpems — 17,0; OunupyOuH, neuy€HouHbie (epMEHThI, MOYEBHUHA
U KpeaTUHUH B IIpesienax HopMel, paktopa [X — 2,8%.

CIIM - otpunarensubiii; AHTU-HCV — orpunarensasiii; HvsAg -
oTpuLareabHbii; RW — oTrpuniarenbHbIil.

CB/l: cunycoBbrit putMm. CepiedHbiii puT™M OBICTPBIA — 92 yaapa B 1 MuHyTY.
Ocbhb cepata 6e3 OTKIIOHEHHH, CHUKEHHE MTPOLIECCOB PENOJIIPU3ALIH.

Ha pucynke 3.4 mpencraBieHa KapTHHa reMapTpo3a IMPaBOro KOJEHHOTO

CyCTaBa U MCKMBIIICYHBIX I'CMATOM MATKHUX TKaHEH IIpaBoIro 6ez[pa.
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Pucynok 3.4. Kapruna remaprpo3a npaBoro KoJeHHOI0 CyCTaBa M MEKMbIIIECYHBIX FeMaTOM

MATKHX TKaHel nmpasoro 0eapa y nauuenta I'.111., 2001 roxa poxaenns

7z 7 ([ TN P

Pucynok 3.5. KapruHa reMapTpo3a npaBoro KoJeHHOr0 CyCTaBa i KPOBOTOYAIIAsi reMaToMa

U3 MATKMX TKaHeill npaBoro 6eapa y nanuenTa ['.111., 2001 roga poxaenus

e - —

Pucynok 3.6. Kaprinna peHTreHorpaMmsl ¢ Npu3HaKaMu remaprpo3a y nanuenra I'.111., 2001

rojia poKaeHust
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Pucynox 3.7. AprpocoHorpagusi reMaToMbl IPABOr0 KOJIEHHOI0 CyCTaBa NepeaHeit

noBepxHocTu npasoro deapa nanuenta I'.111., 2001 roga poxkaenus
OcMOTp  cHnenuaaucToB: OOJBHOW  OCMOTPEH J.M.H., TMpodeccopom
Mycradakynosoii H.W., k.M.H., nortienTom kadenpsl Xomkueson I'.b., 3aBexyromum
ornenenneM PaxumoBsiM b.P., Bpayom-remartonorom Paxmarossim M.K., xupyprom.

B otnenenun nomyyan: ¢akrop cBEpThiBaHus KpoBH [X — B/B, mepBoHaUaNbHAS
no3a ME/kr. 50-60. 25-40. 60-70. 30-40. Juumuaon 12,5% - 4,0 /B, nedhorakcum
1,0x2 pa3za B/B, 3aMOpOKE€HHas IJ1a3Ma, Kpuonpenunurar B go3e 15-20 ME /kr. B/B,
3p. Maccy, TpaHekcamoBas kuciora 5,0 B/B.

[Tocne neuyenuss y O0JIbHOrO HaOJI0ANOCh KIMHUYECKOE U JIabOpaToOpHOE
yiydiieHue. boabHOI B OTHOCUTENBHO YIOBJIETBOPUTEILHOM COCTOSIHUY BBIITUCAH Ha
amMOyJIaTopHOE JIeYeHHE MO HAOJI0IEHUE TeMaTOJIOora.

Pexomenpanumn:

1. OcTeperatbcst PU3NUECKUX HATPY30K M CKBO3HSKOB.

2. HaGnroneHnre reMarosora U y4acTKOBOTO Bpaya.

3. IloBTopHBII ocMOTp Temarosora ot 11.12.2022.

Taxum 06pa3oM, CBOEBpEMEHHO OKa3aHHas MOMOIIb MAalUEHTy ¢ reMopuiInen

B mpuBerna k KIMHUKO-1a00paTOPHBIM U PEHTIC€HOJIOTHUECKUM YIIyUIICHUSM.

3.7. Cocrosinue mnoka3arejeil mnepudepuvyeckod KpPOBHM Yy MANMEHTOB C

remoguiamnen

[Ipu remomiin B OCHOBHOM 3a CUET HAJIMYUSI TEMOPPArHueCcKOro CUHApOMaA
BCTPEYAIOTCS aHEMUH PA3JTNYHON CTENECHU TSKECTH.
CpaBHeHue nokasaresnei nepudepruyeckoil KpoBH y MAIUEHTOB ¢ reMopuIueit

B 3aBUCUMOCTH OT (DOPMBI U TSKECTH 3a00JIeBaHUs MpHUBeAeHO B Tabnuie 3.11.
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Tadamuma 3.11. I'emarojsiormyeckue IOKAa3aTeJd y B3POCJAbIX NALMEHTOB C

reMo(puineil B 3aBUCUMOCTH OT (POPMBI M THKECTH 3200/ 1eBaHUS

IMoka3zareanb Ir'o A o A Ir'oB IroB p
CpeaHeTsKEN0e TKET0€ CpeaHeTsKeN0e 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"M2/n 2,48] 2,92]
I'emorno6uH /1 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]
Peruxynomutet % | 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]
TpomboruTs 255,6 [230,3- | 261,8 [233,7- | 214,4[183,4- 233,0 <0,001
x10"9/n 283,0] 282,6] 240,3] [163,7-
274,8]
JIeiikouThI 7,5[6,8-8,2] 8,6 [7,6-9,5] 7,6 [4,8-9,4] 9,4[8,7- <0,001
x10"9/n 11,1]
[TanoukosaepHbIC 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 %
CermenTosinepusie | 55,6 [51,1-58,7] | 55,4 [51,7- | 55,8 [52,1-60,0] | 52,2 [48,2- | 0,085
HenTpodmibl % 58,4] 55,4]
Jlumbouutsr % 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]
Momnouutsl % 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]

IIpumeyanue: P — cTaTUCTUYECKAs 3HAYMMOCTb Pa3iIUYMl IOKA3aTessd MEXIy 4 He3aBHCHMBIMU
rpynnamu (kputepuii Kpackena-VYosnuca), pe3yabTaThl HONAPHBIX CPAaBHEHUI NPUBEIEHBI B TEKCTE

Pe3ynpTathl mokaszanu CHIYKEHHUE MMOKa3aTese SpUTPOLIUTOB U TEMOTTIO0NHA BO
BCEX TIpYyIIax, HanbOosiee BBIPAKEHHOE NPHU THKEIOM TEYEHUH. Y NAIMEHTOB C
TsokENOW reModunuerdn A 3Ha4YeHHS TeMOIVIoOMHAa ObUIM HUXKE, YeM IpH
cpennerspkénoin remopmwmmu A (p_adj<0,001), anamornuno npu remodpunuu B
(p_adj<0,001). Ilpu cpaBHeHuu TsKETBIX (Gopm remopunuu A u B ypoBeHb
reMoryiobrHa OblI CTATUCTUYECKH 3HAYUMO HIbke npu remodpmmuu A (p_adj<0,001),
YTO yKa3bIBaeT Ha O0Jsiee BIpaXKEHHbII aHEMHUUECKUI CHHPOM MPH TSHKEIOM TEUSHUH,
0COOEHHO Mpu reMoPuiInu A.

JUIst SpUTPOLIMTOB pa3inyusi MEXIY TSDKEION M cpeaHeTshkEnoll (opmamu
coxpaHsiiuch Kak npu remoduiuu A (p adj<0,001), tak u npu remodunuu B
(p_adj=0,048), Torma kak paznuuue MEXAy TDKEIOW remodpmamet A u TIKETON
remowmmeir B mocne mompaBku Holm He mocturano ypoBHS CTaTUCTHYECKOM

3HaunmocTH (p_adj=0,052).
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YpoBeHb PETUKYJOIMTOB BO BCEX TIPYMMaxX OCTABAICS HU3KUM U HE
JIEMOHCTPHUPOBAI  PETHKYJOIMTO3a, OJHAKO MEXAy 4 TpynmamMd BBISBICHBI
cratuctiuuecku 3HauuMble paznuuus (Kpacken-Yommc, p<0,001). [lpu tsoxénom
TEYEHUH PETUKYJIOUUTHI ObLIIU HUXKE [0 CPABHEHHUIO CO CPETHETSIKEIBIM TEUCHUEM KaK
npu remopunuu A (ManH-YuthHu c¢ nompaBkod Holm, p adj<0,001), tak u npu
remobunuu B (p_adj=0,013). OrcyTcTBHE peTHKYyIONHUTO3a HA (POHE AaHEMUHU MOXKET
OTpa)kaTh OTPAHMYEHHYI0 KOMIIEHCATOPHYIO aKTHBAIIMIO IPUTPOI03332, BO3MOKHYIO
ponb nedunmTa Kene3a, XPOHWYECKOTO BOCHANCHHUS W JIIUTENbHBIX MOBTOPHBIX
KPOBOIIOTEPb.

KonmuecTtBO TpoMOOIHMTOB BO BCEX MOATPYMIAaxX HAXOAWJIOCH B IMpenaeax
pedepeHcHbIX 3HaueHud. [Ipu 3TOM pasznuuus mexnay 4 rpynmnamu CTaTUCTUYECKH
3HaunMbl (Kpacken-Yommue, p<0,001), rmaBHbIM 00pa3om 3a cu€r Oojiee HU3KHUX
3HauUeHUN B rpynne remMopuinu B mpu cpeaHeTsKENOM TEYeHUH MO CPAaBHEHHUIO C
remomeit A npu cpenueTskénom Teuenn (p_adj<0,001). BHyTpu kaxmoit Gopmsr
reMo(UINK NP NMEPEXOAE OT CPEAHETKENOTO K TSHKEIOMY TEUEHHUIO JOCTOBEPHBIX
paznuuuii mo TpomOonuTam He BbisBIeHO (p_adj=0,764), uyTto cormacyerca c
KOaryJIonaTH4eCKUM XapaKTepOM reMOpPParuieckoro CHHAPOMA.

OO6miee 4uciaO JEHKOUUTOB W YPOBEHb MOHOLMTOB pPa3iudyaliuCh MEXIY
rpynnamu  (Kpacken-Yommue, p<0,001 gns oboux mnokazareneil), Torga Kak
nokasarenu (GopMysbl KPOBU IO MAJTOYKOSIIEPHBIM HEUTpopmiIaM U JTUMQPOIHUTAM
octaBainuch comnocraBuMbiMu  (p=0,897 u p=0,917 cooTBeTCTBEHHO), a TIO
CErMEHTOSICPHBIM HeWTpo(drizam oTMeuanack HejpoctoBepHas TeHaeHnus (p=0,085).
OTu pe3ynbTaThl HE TO3BOJISIIOT JIeJIaTh KATETOPUYHBIA BBIBOJ 00 OTCYTCTBUHU
BOCTIAJIMTENIBHBIX W3MEHEHUH, OIHAKO BBIPAKEHHBIX CIBUTOB JICHKOIIMTApHOU
(bopMyIIBI IO TPECTABICHHBIM MTOKA3aTENsIM HE BBISBICHO.

Takum oOpazoM, y mnalMeHTOB ¢ TeModuiveld BBISBICHBI BbIPAKEHHbIE
U3MEHEHUS TOKa3aTeneil KpacHOW KPOBH, CTEMEHb KOTOPBIX HAMPSAMYIO 3aBHUCHT OT
TspKecTH 3a0oneBanus. Tsokénbie popmel remodunuu A u B xapakrepusyrorcs 6omee
BBIpQXEHHOW aHeMHeW, Mpu dSToM Haubosee HEOIArompusATHRIE TOKa3aTeNln

3apETUCTPUPOBAHBl Yy MalMEHTOB ¢ TsokEnod remodunueir A. Ilokazartenu
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JEUKOLMTAPHOTO U TPOMOOIIUTAPHOTO 3BEHHEB KPOBU CYIIECTBEHHBIX OTKJIOHEHUN HE
JEMOHCTPUPYIOT, YTO TMOATBEPXKIAET BEAyIIyl0 poib jgedunura ¢(akTopoB
CBEPTHIBAHMS B NATOreHe3e remopparumdyeckoro cuiapoma. Ilossimenne COD npu
TSKENBIX (opMax OTpakaeT XPOHUUYECKUH XapaKTep MAaTOJIOIMYECKOro Ipolecca U
€ro CUCTEMHOE BJIUSHHUE.

3.8. CocTosiHME reMoCcTa3a B 3aBHCUMOCTH OT THKECTH Te4eHHUsl, 0CHOBHBIX (hopm
remoguanu

N3yuyenue remocrasa y MaMeHTOB ¢ reMO(QUINEN TOKA3aI0, YTO IPH TSHKETOM
TedeHUn 3aboneBanus, pa3Butum JIBC-cuHApOMa, MacCUBHBIX KPOBOTCUYCHHSIX H
reMOJIMJIIOLUH, HE3aBUCUMO OT (POPMBI TeMO(PMINH, OTMEYAIOCh CHUKEHUE YPOBHS
TpomOouuToB, D-gumepa, ¢pudbpunorena, TII, TIM u gakropoB cBEpTHIBaHMS, TPU
stoM BCK ocrtaBancs yayimHEHHBIM. B TO %e Bpemsi, B THIIHYHBIX CIydasiX reMOpUInu
JTAHHBIE ITI0KA3aTENH, KaK [IPaBUJIO, COXPAHSAIOTCS B IIpesesax Hopmel [31].

Y manueHToB ¢ reMOQWIMEH  TeMOpPparudecKWid  CHHAPOM  MOXKET
IPOrpecCUpoOBaTh M3-3a TPAH3UTOPHBIX PACCTPOMCTB arperaliMoHHONW CIOCOOHOCTH
TPOMOOIMTOB, KIMHUYECKH KOTOpPHIE TMPOSBISUINCH B BHJE TE€MOPPArdu4eCKUX
BBICBIIIAHWNM ¥ KPOBOTEUECHUS U3 PA3IMYHBIX OPTaHOB, B BUJIE BBIPA)KECHHOMN OJBIIIKH,
cJ1a00CTH, HEIOMOTaHUs, TOJIOBOKPY KEHUS U TeMO(UINIecKoi apTponatuu [34].

B cBs13u ¢ HepaBHBIM 00BEMOM CPaBHUBAEMBIX HE3aBUCUMBIX Ipynn (n=243 u
n=48) 1JI OLIEHKU MEXTPYIIOBBIX Pa3iuuuii npuMeHsuics t-kputrepuil CThIOJIEHTA C
MONPAaBKOW  Y3i4a, TO3BOJSIIONIMKA  YUYHUTHIBATH BO3MOXHYK HEOJHOPOIHOCTH
aucnepcuid. KpHUTUYeCKMM ypOBEHb CTAaTUCTHYECKOW 3HAYMMOCTH MNPUHUMAIICS
paBHbIM p<0,05.

CpaBHuUTeNbHbIE JaHHBIC MOKAa3aTeNel remMocra3a y OONbHBIX TeMOopuiInel B
3aBUCUMOCTH OT CTENEHU TSHKECTH U (POpMBI 3a00J1€BaHUs IPEICTABIEHBI B Ta0JINLIE
3.12.

AHanu3 okasarenei CUCTeMbl FTeMOCTa3a y MalueHToB ¢ reMopuiIneit cpeaHeit
cTeneHu TsbkecTr (n=291) BBISIBUII 3HAUMMBIE HAPYIICHHS [0 CPABHEHUIO C TPYNION

310poBbIX JuIl (Tabmuma 3.12). YV mauueHToB ¢ reModuiaued cpeaHed CTerneHH
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TskecTH (n=291) Mo cpaBHEHUIO C KOHTPOJIEM OTMEYAIOCHh CHHXKEHUE SPUTPOLIUTOB U
reMorjio0uMHa: B KOHTPOJIbHOW rpymnme sputpouutsl 4,51 [4,21-4,85] x10M2/n u
remoriooun 146,4 [138,6-152,5] r/n, npu remodunuu A sputpouunts 1,57 [0,56-2,38]
x107M2/n u remornobun 59,0 [54,3-63,8] r/n, npu remodunnu B spurpomnmts 2,73
[2,29-3,11] x10"12/n1 1 remornodun 78,4 [70,1-86,0] /11; pa3nnyus MexIy rpynnamMu
cratuctudecku 3HaunMebl (p1-2<0,001; p1-3<0,001; p2-3<0,001).

AUYTB 6bu10 yammHeHo: KoHTposb 29,0 [28,6-29,4] ¢, remodumms A 38,0 [37,7-
38,4] ¢, remodumus B 37,0 [36,8-37,2] ¢ (p1-2<0,001; p1-3<0,001; p2-3<0,001).

Tadamnma 3.12. Tloka3arTesu cHUCTeMbl IeMOCTAa3a y B3POCJIBIX MANUEHTOB C
remoguren cpeHeH CTeNeHU TAKECTH B 3aBUCUMOCTH 0T KJIMHUYeCKOH GopMbI

(n=291) Me [Q1-Q3]

Iloka3aTens | 3m0poBble ro A Ir'oB 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
x10"2/n 4,85] 2,38] 3,11]
I'emorno6uH, r/n 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-aumep, 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'ematokpur, % | 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- 4,713,9- | 3,9[3,6- | <0,001 | <0,001 | 0,070 <0,001
4,4] 5,6] 4,2]
TpoMOOIUTEI, 287,9 257,0 245,2 <0,001 | <0,001 | <0,001 | <0,001
x10"9/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
TPOMOOIIMTOB, [10,60- [10,27- [10,59-
b 10,81] 10,33] 10,81]
TpomOuHOBOE 18,1[17,2- |17,3[17,1-| 17,3 [17,2- | <0,001 | <0,001 | <0,001 | 0,942
BpeMms, 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]
111, % 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]
DubpuHoTeH, 307,0 309,5 313,7 | <0,001 | <0,001 | <0,001 | 0,016
M/ [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]
daxtop 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 — craTUCTUYECKas 3HAYMMOCTb DPA3NUUMN MeXAy rpynnamu no U-KpuUTepuio
Manna-Yurtau (pl-2, pl-3, p2-3) u no kpurepuro Kpackemna-Yommuca (p ast 3 rpyr)

AxtuBHOCTH (pakTopa VIII cocraBmma 152,0 [132,9-174,1]% B xouTpOTE, 43,1
[40,8-45,3]% nipu remopmmmu A u 47,1 [44,8-49,11% nipu remoduuu B (p1-2<0,001;
p1-3<0,001; p2-3<0,001). AxktuBHOCTH (hakTopa IX cocraBmma 121,3 [102,4-139,7]%
B koHTpone, 83,3 [76,0-89,91% mnpu remobumuu A u 93,1 [90,7-95,21% mnpu
remopuanu B (p1-2<0,001; p1-3<0,001; p2-3<0,001).

VYposens D-gumepa cocraBun 554,2 [547,0-562,7] Hr/i B KOHTPOJIBHOM TpyIIIE,
532,0 [526,0-539,1] ur/n — y namueHToB ¢ remodumeir A u 516,7 [504,8-525,9] ur/n
— pu remo¢unuu B.

YpoBeHb remaTokputa cocraBun 37,5 [36,8-38,7]% B KOHTPOIBHOM TpYyMIIE;
30,0 [27,9-31,8] — y manmenToB ¢ remodumueii A u 33,6 [31,2-35,6]% — remodmmmn
B, a Bpems cBEpThiBaHMs KpoBH cocTtaBwio 3,4 [2,3—4,4] MUH, 4YTO CTaTUCTUYECKU
3HAYMMO OTJIMYAIOCh OT [TOKa3aresel npu Tsokénoi remoduauu A — 4,7 [3,9-5,6] mun
u ipu remopmnu B —3,9 [3,6-4,2] mun (p<0,001).

[Tokazarenu TpoMOOIMTOB U MX CpenHero odobEéma coctaBmwin 287,9 [264,3-
338,6] u 10,71 [10,60-10,81] ¢ B xontpone, 257,0 [252,0-262,0] u 10,30 [10,27-
10,33] ¢n npu remodunmu A, 245,2 [237,7-252,3] u 10,70 [10,59-10,81] ¢ npu
remobunuu B. [{ns cpennero o0béma TpOMOOIMTOB pa3inyus KOHTPOIb VS
remouius B craructuuecku HezHauumbl (pl-3=0,739), Torma kak s 4ucia
TPOMOOITUTOB PA3IMUNS MEXKY TPYIIaMU CTaTUCTUYEeCKU 3HaunMelI (p1-2<0,001; p1-

3<0,001; p2-3<0,001).
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VY nareHToB ¢ reMo e A oTMedanoch Hau0o0JIee BRIPAKEHHOE YITTHHEHUE
BPK — 129,9 [125,4-134,4] ¢ u TIII' — 548,1 [534,5-563,2] ¢ mo cpaBHEHHUIO C
KOHTposibHOM Trpymmou (106,4 [99,1-112,0] ¢ u 517,2 [504,6-526,1] c) u c
naruenTamu ¢ remodunueit B (114,4 [109,6-120,8] ¢ u 539,8 [529,1-550,5] ¢), urto
CBUJIETEIILCTBYET O Oo0Jie€ BBIPAXKEHHOM HAPYIIEHUU KOATYJISIMOHHOIO 3BEHA
reMocTasa; mpu 3TOM TPOMOMHOBOE BpeMs BapbUpOBajo He3HauutenbHo (18,1 [17,2—
18,8] c; 17,3 [17,1-17,5] ¢; 17,3 [17,2-17,4] ¢), a nmoka3arenu [IM ocrtaBamuch
OTHOCUTEIbHO cTabmiabHbIMU (123,6 [118,6-132,8]%; 119,9 [116,5-123,5]%; 120,2
[114,7-126,1]%), uTO yKa3bIBaCT Ha COXPAHHOCTh MPOTPOMOMHOBOIO KOMILIEKCA MPH
YJIMHEHUU BHYTPHUIUIA3MEHHBIX 3TArOB CBEPTHIBAHUS.

®ubpunoren coctaui 307,0 [306,0-308,1] mr/mn B konTpose, 309,5 [303,3-
315,3] mr/nn npu remodunuu A u 313,7 [305,9-322,7] mr/an npu remodunuu B;
pa3nu4us KOHTPOJIb VS TeMopuiIns A cTaTucTiHdeckn HesHaunMbl (p1-2=0,116), Torna
KaKk KOHTpoJb vs remodunus B u remodunus A vs remodwmus B 3nauumsl (pl-
3<0,001; p2-3<0,001).

KonudectBo u cpenamii 00bEM TPOMOOIIMTOB y TAIMEHTOB TMPAKTUYCCKU HE
OTIUYAIOTCS OT HOPMAJIBHBIX 3HAYCHHWI, YTO TOBOPUT O TOM, YTO TeMOpUIUS B
OCHOBHOM BJIMSIET Ha KOAryJSIIUOHHBIA, a HE TPOMOOIUTAPHBIA KOMIIOHEHT
reMocTasa.

Takum 00pa3oM, MNaUMEHTBl C reMouiIued CpelHeld CTENeHU TAKECTH
JEMOHCTPUPYIOT HApYIIEHUs KOAaryJSIMOHHOTO T'eMOCTa3a, BKIIOYas YUIMHEHHE
AUYTB u camwxkenue aktuBHocTH (hakTopoB cBEpTHIBaHMs (VIII mpu remodunuu A u
IX nmpu remodunuu B), a Takke mpu3HAKM aHeMHuyecKoro cuHapoma. [lokazarenw,
XapaKTepU3yolre KJIETOYHOE 3BEHO MO 00IeMy YUCIy TPOMOOILMTOB U CpPEIHEMY
00BEMY TPOMOOITUTOB, HE YKA3BIBAIOT HA BRIPAXKEHHOE BOBJICYCHHE TPOMOOITUTAPHOTO
KOMITOHEHTA; TIPU 3TOM (PYHKIIMOHAIbHAS OIEHKA MEPBUYHOTO TeMOCTaza Tpedyer
CHEIMAIBHBIX TECTOB (arperamus TPOMOOIUTOB U Jp.). [Ipu cpaBHEHHH KIMHUYECKUX
dbopM TeMOPUINHM BBISBICHBl CTATUCTHYECKH 3HAYMMBIC pPa3IUdUs 1O PSay
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napamMeTpoB remocTtasza, Bkimodas AUTB, ognako abcomtotHas pasnuna nmo AUTB
Mexy remoduneit A u B 6bu1a Hebosnboi (38,0 [37,6-38,4] cu 37,0 [36,8-37,2] ¢),
YTO CJEeAYEeT YUYUTHIBATH P KIMHUYECKOW UHTEPIIPETAI[Md 1 MOHUTOPHUHTE.
3.9. UnauBuayaibHbie 0COOEHHOCTH MeTa00/1M3Ma Yy NALMEHTOB ¢ reModuinei
AHanu3 aHTPONOMETPUUYECKUX TOKa3aTeNed BBISBWJ, YTO NAIMEHTHI C
reMopriInei XapakTEepHU3yIOTCsS BBIPAKEHHBIMU MPU3HAKaMU acTeHu3auuu. NHaekc
MaccChl TeIa ObLIT CTATUCTUYECKH 3HAYMMO HIIKE B TPYIINAX reMO(pUINH 10 CPAaBHEHUIO
co 3popoBbiMu Jiumamu (I'® A: 18,6 [17,7-19,5 kr/m?, I'd B: 20,0 [18,9-21,0] kr/m?
npotus 22,6 [21,1-23,7] kr/m?; p1-2<0,05; p1-3<0,05).

AHajornuHas TCHACHIHS YCTaHOBIEHA IS OKPY)KHOCTH Tainuu 76,6 [74,6-
78,6] em u 77,4 [75,2-79,7] cm npoTuB 82,3 [78,8-86,5]; p<0,05). Mexay rpynmaMu
remopuian A u B cTaTucTHYeCKH 3HAYMMBIX pas3auduii He BbIiBiIeHO (p2—3>0,05),
YTO CBHJIETENBCTBYET O CXOJHOM XapaKTepe H3MEHEHHWH HYTPUTHBHOIO CTaTyca
HE3aBUCUMO OT THUIa 3a00JIeBaHMUS.

buoxumudeckuii aHanu3 BBISIBUI CHIbDKeHHE oOmero xonecrepuna u JITTHIT y
MAIMEHTOB ¢ TeMOUIHEH IO CPAaBHEHUIO CO 3/I0POBBIMH JIMIIAMU: OOIINIA XOJIECTEPUH
3,30 [3,10-3,50] u 3,53 [3,22-3,82] mmoub/a nipoTuB 4,46 [4,09-4,82] mmoins/a (pl-
2<0,001; p1-3<0,001) u JIITHIT 2,01 [1,74-2,27] n 2,31 [2,11-2,52] MMOJIB/TT IPOTHUB
2,70 [2,50-2,90] wmmomp/n (p1-2<0,001; p1-3<0,001). Ilo ypoBHIO o0OIIIETO
xonecrepuna u JITTHII BeisiBIieHsI paznuuuns Mmexay remopmmmeii A u B (p2-3<0,001).
Y poBeHb ITIOKO03bI OBLT HHXKE KOHTPOJIbHBIX 3HadYeHuit: 3,51 [3,30-3,71] u 3,69 [3,51-
3,89] mmonw/n mpotuB 4,79 [4,53-5,07] mmons/n (p1-2<0,001; pl-3<0,001), npu
HaJIMYUK pa3nuuuid mMexay gopmamu (p2-3<0,001); unrepnperauust Tpedyer ydyéra
yc0Bu# 3a00pa KpoBH (HATOIIAK) U JIA0OPATOPHBIX pePepeHCOB.

[Tokazarenn a3zoTucToro oOMeHa TakKe OBUTM HIKE IO CPaBHEHHUIO C
KOHTpOJbHOUM rpymmoi: moueBuHa 4,20 [3,54-4,88] u 4,33 [3,55-5,00] Mmomnw/n
npotuB 5,25 [4,53-5,99] mmonw/a (p1-2<0,001; p1-3<0,001) u xpeatunun 70,0 [68,0-
72,0] u 70,9 [69,1-72,9] mxmons/n npotuB 84,9 [77,3-91,7] mxmomns/n (p1-2<0,001;
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p1-3<0,001). Mexny remodunreit A u B paznuuunii mo MOYEBHUHE U KPEATHHUHY HE
BbIsIBIIEHO (p2-3=0,711 u p2-3=0,466 coorBeTcTBeHHO) (Tabnuua 3.13). JlaHHbIE
U3MEHEHUS MOTYT OTpaXkaTb OCOOEHHOCTH HYTPUTUBHOTO M METa0OJIMYECKOIro
cTaTyca TpH XPOHHYECKOM 3a00J€BaHWH, B TOM YHCJIE IMOTEHIIMATHLHO MEHBIIIYIO
MBIIIEYHYI0 MacCy, OIHAKO IJis TPWYWHHOW HWHTEpPIpETarud HeoOXOomauM YYET
nokasaresiei muTaHus, (GU3NIECKON aKTUBHOCTU U (QYHKIIMU TIEYEHH U MOYEK.

Ta0auma 3.13. MeTa00JITHIEeCKUX

CpaBHHMTeIbHAS  XapPaKTePUCTHKA

0CO0EHHOCTEH Yy B3POCJbIX NANUEHTOB ¢ reMOQu/Ineil CPpeIHeTAKEN0M CTeNneHn

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

[oka3arens | 3nopoBblie | 'emodpuausa | I'emodpuiaus p (3 pl-2 pl-3 p2-3
(n=50) A (n=243) B (n=48) | rpynmbI)
pl p2 p3
WUMT, kr/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]
XonectepuH, | 4,46 [4,09- | 3,30[3,10- | 3,53[3,22- <0,001 | <0,001 | <0,001 | <0,001
MMOJIB/JI 4,82] 3,50] 3,82]
JITTHIT, 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]
I'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]
Mouesuna, | 5,25[4,53-| 4,20[3,54- | 4,33 [3,55- <0,001 |<0,001 | <0,001| 0,711
MMOJIB/JT 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/IT 91,7] 72,0] 72,9]

IIpumeuanue: p — cTaTUCTUYECKAsl 3HAUUMOCTD pa3nuuuil mexay rpynnamu (U-kpurepuit Manna-
YuTHHU A5 MapHBIX cpaBHEHUH ¢ nonpaBkoi Holm; o6umii Tect Kpackena-Yomnuca st 3 rpyrm)

Takum oOpa3zom, B 11€JI0OM, MOJTYYEHHBIEC TAHHBIE CBUIETEIILCTBYIOT O TOM, YTO Y
O0onbHbIX TemModuived A u B HaOmromaetcs: BhIpaKEHHBIA NEPUIUT MaccChl Tena,
YMEHBIIICHUE KUPOBON U MBIIICYHOW MACChl, CHIDKCHHE TOKa3aTeNel JIMMUIHOTO U
VIJICBOJIHOTO OOMEHAa, TIPU3HAKU OCJIKOBO-PHEPTETUUECKON HEI0CTaTOYHOCTH,

OTCYTCTBHE CYIIECTBEHHBIX pa3nuuuii Mexay remopunmer A uw B mo
METa0OJMYECKUM TMapaMeTpaM. Bce BbIBICHHbIE W3MEHEHUS JI€MOHCTPUPYIOT
CHCTEMHBII XapaKTep METa0OIUYECKIX HAPYIICHUH y MalMeHTOB ¢ reMo(uinei, He

3aBUCSIINHN OT €€ TUIIA.
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3.10. CocrosiHHe 3JIEKTPOJUTHOIO O0MEHAa M MHHEPAJbHOH IJIOTHOCTH Y
NALUEHTOB ¢ reMouIneld B 3aBUCHUMOCTH OT €€ (DOpMBbI

[To mepe nporpeccupoBanusi reMopUINA OTMEYACTCSl HapacTaHUE HAPYIICHUI
AIEKTPOIUTHOTO OOMEHA U BBIPAKEHHOCTH KOCTHO-CYCTaBHBIX MOPaKEHHI.

[TokazaTenu MuUHEpaJbHOIO OOMEHa M YpOBHA BUTaMUHa D y B3poCibIX
nanueHToB ¢ reMmodunued (n=424) oTIMYaNuCch MEXAY TrpynmamMu (KpUTEpHid
Kpackena-¥Yomnuca, p<0,001 ana Ca, Na, K u Buramuna D) (Tabnuna 3.14).

VY B3poCHBIX MALMEHTOB C TeMo(uinei HaOMI0Ia0TCs BBIPAKEHHbBIE
HapYIIEHUs MUHEPAIHHOTO OoOMeHa W aeuiuT BuTamMuHa D, KOTOpBIE 3aBUCAT OT
TsKeCTH 3a00neBaHus U GopMbl reMopuinu. Tak, ypoBeHb KalbIUs y TAIUEHTOB CO
cpeaHeTsKENoON  (Gopmoit remopwinu  ObLT 3HAYUTENIBHO HUXKE KOHTPOJBHBIX
sHaueHu#t (1,5-1,9 mMoaw/a npotus 2,27 MMOJIb/JI B KOHTpOJIbHOH Tpymie, p<0,01),
pu TSHKENON GpopMe reMoPuiiny CHUKEHUE Kablus ObLIO0 eié 00Jee BRIPaXKECHHBIM,
ocobeHHO y mamueHToB ¢ remodwmeirr A (1,3 MMomnb/m), 9TO yKa3blBaeT Ha
CTAaTHUCTHYECKHU 3HAUMMBbIC PA3IINYHUS MEXTY CPEAHETHKEIBIMU U TSHKEIBIMU (popMaMu
(p<0,05).

AHanornyHo, KOHUEHTpalMd HAaTpusi M Kalusg B KPOBU MALMEHTOB C
remMouiirel ObUTM CHUXKEHBI O CPAaBHEHUIO C KOHTPOJIBHOM TpYMION: HATPH
kojebancs or 109 mo 120 mmonsw/n, kanuit — ot 2,3 a0 3,0 MMOJIB/JI, TIPU ITOM Y
MAIMEHTOB C TsHKENON hopmoii 3a001eBaHus TOKa3aTeId MUHEPAIOB ObUIM Hauboliee
HU3KUMHU, YTO MOATBEPKIAETCS 3HAUUMbBIMU Pa3IUYUsIMU Mexay rpynmnamu (p<0,05—
0,01).

VYposens BuTamuHa D y BceX ManueHToB ¢ reModuiueii ObUT HUKE HOPMBI, TIPU
TOM Je(hULUT ObLT HAanOOJIee BBIPAXKEH Y MALMEHTOB € TSHKENON (HOpMON reMoPuInu
A (13,3 ar/mi), a y naliu€HTOB CO CPEAHETSKENON PopMOiil HaOII0IAIMCh YMEPEHHbIE
otkionenus (17,3—18,5 Hr/mit), ¢ TOCTOBEPHBIMU PANTUUUIMHU MEXK]Ly KOHTPOJIHHON
rpynnoil u uccienyemsiMu rpynnamu (p<0,01), a Takxke MeXIy CPpEeAHETSHKENON U
Tsokénon hopmoii (p<0,05).

CocrosiHre MUHEPATBLHOTO 0OMEHA y MAIIUEHTOB ¢ TeMouUuel B 3aBUCUMOCTH

ot e€ GopMBI IpeacTaBiIeHo B Tabnuie 3.14.
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Tadauuna 3.14. MuHepaabHblii 00MeH W ypoBeHb BHUTamMuHa D y B3pocibix

NALUEHTOB ¢ reModuanel ¢ y4éToMm popMsbl M TaAKECTH 3a001eBanns (n=424)

IMoka3zareas | Konrpoanb Ir'o A IroB o A IroB p (5
(n=20) cpenHe- cpeHe- TSKEI0€ TSKEN0E | Tpynm)
TsKET0€ TsKE10€ (n=115) (n=18)
(n=243) (n=48)
Ca, mmone/n | 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, MMOJTB/1 135,3 119,0 120,0 109,0 117,0 <0,001
[123,9- [118,5- [119,7- [108,8- [116,7-
146,7] 119,5] 120,4] 109,2] 117,3]
K, mmone/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]
Buramun 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]
Pe3ynpTarel nonapHeIX CpaBHEHUN
Moka3zarens | KI'uI'®-A | KI'ul'®- | T'd-Actru | ®P-Acru | TD-Ber Ireo-A
cT Becr I'®d-B cT I'd-Arax | ul'®-B THXK U
THK I'o-B
TSK
Ca, MmmoIIb/1 <0,001 <0,001 <0,001 <0,001 0,857 <0,001
Na, MMoITB/T <0,001 <0,001 <0,001 <0,001 <0,001 <0,001
K, Mmmonb/n <0,001 <0,001 <0,001 <0,001 <0,001 <0,001
Buramun D, <0,001 <0,001 <0,001 <0,001 <0,001 <0,001
HI/MJT

IIpumeuanue: p — cTaTUCTHUECKAs] 3HAUMMOCTh pa3inyuil mexy rpynnamu (U-kpurepuii Manna-
YuTHU 1)1 MapHBIX cpaBHEHMH ¢ monpaBkoil Holm; o6muii Tect Kpackena-¥Yomnuca mist 3 rpyrin)

Takum 00pa3oM, JaHHBIE TOKA3bIBAIOT, YTO Yy B3POCIBIX MAIMEHTOB C
reMopuaneil HaOIIOAAIOTCS 3HAYMTEIbHBIE HAPYIIECHUS MUHEPaJIbHOTO OOMEHa H
BBIDOKCHHBIN nedunut BuTamuHa D, npuuéM Tsokénas ¢opma 3a0oieBaHUS
COMPOBOXAAETCs Oojiee BBIPAXCHHBIMH  OTKJIOHEHUSIMH, YTO TOJYEPKUBACT
HEOOXOJMMOCTh CHCTEMaTHYEeCKOIO0 MOHUTOPWMHTA JSTHUX TOKa3zaTelned © Tpu
HEO0OXOMMOCTU UX KOPPEKIIHH.

VY nanuentoB ¢ ['d «A» u «B» remodunuueckas aprponarusi NposBIsIACh
KIIMHUYECKUMU IIpU3HaKaMu octeornoposa (p<0,01).

C noMoIIpI0 TeHCUTOMETPUH y 15 OONBHBIX ¢ XPOHUUYECKOU reMopuiuent «A»
ny 15 00apHBIX ¢ XpOoHUYECKON remoduineil «B» ObUI0 IPOBENEHO UCCIIEI0BaHUE
MHHEPAJIbHON INTIOTHOCTH KOCTHOM TKaHU (Tabmwmma 3.15).

Tabamua 3.15. MunepaJbHasi IVIOTHOCTh KOCTHOM TKAHM Y B3POCJIbIX NALUEHTOB
¢ reMo(puJineil B 3aBUCUMOCTH OT (popMbI 3200.1eBaHHUS

114



IMoka3aTennb I'emopuinsa | I'emodpunus B | Kontpoian p @3 p (Avs
A (n=15) (n=15) (n=5) rPYNIbI) 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]

Octeonenust, 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 no T- Ocreonopo3 Ocreonenus (- Hopma

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

(mpeobitanarorasi)

Ipumeuanme: 1) J{ns T-score u Z-score: p (3 rpynmsl) — kputepuit Kpackena-Yomnuca; p (A u B) - U-
Kkputepuii ManHa-YurtHu (two-sided). 2) J{ist wacToT ocTeoneHnn U ocTeornopo3a: p (3 Tpymbl) — TOUYHBINA
TecT 3X2 ¢ PUKCHPOBAHHBIMU MapTHHaMH; p (A u B) — Tounsnii kpurepuit @umrepa (2x2)

Kak mokazano B tabmune 3.15, ananuz MIIKT y B3pocibix manueHToB C
reMoIMel BbISIBUI BhIpAXKEHHBIE PA3JIMUKs B 3aBUCUMOCTH OT (POpPMBI 3200JI€BaHUS.
VY nanueHToB ¢ remodmimel A 3HaueHnue T-score cocraBmio -2,71 [-2,79--2,50], uTo
COOTBETCTBYET KPHUTEpHUsSM ocTeonopo3a mo kimaccudukammu BO3 (T < -2.5).
Ocreonopo3 Ob11 BeIsiBJICH Y 13 u3 15 nanuentos (86,7%), Torna Kak OCTEONIEHUS — Y
2 u3 15 (13,3%); pa3zauyus 1o 10Jie OCTEONOpo3a U OCTECONEHUN MEX 1y reModuineit
A u B cratuctuuecku 3Haunmsbl (p=0,003). B rpynine remoduinu B 3nauenne T-score
cocraBuio -1,54 [-1,58--1,43], uro cootBeTcTByeT octeoncHuu (T ot -1,0 mo -2,5);
octeorneHus 3apeructpuponana y 11 u3 15 nauunenros (73,3%), octeonopo3 — y 4 u3
15 (26,7%). B koutponbHo# Tpynne T-score Haxomwics B npezaenax HopMmbl: 0,43
[0,43-0,45]. MexrpynmoBble pa3imuust T-score craructudecku 3HauuMbl (p<0,001).
3HadeHus Z-score Takke pa3nuuaiuch Mexay rpynmnamu (p<0,001): mpu remodunmn
A -0,89 [-0,91--0,81], mpu remodpwmmu B -2,17 [-2,25--2,02], B KOHTPOJIBHOMN IpyIIIIe
1,46 [1,46-1,47]. Boaece Hu3kuMe 3HAYCHHs Z-SCOre OTPAXKAIOT CHUKCHHE KOCTHOM
MacChl OTHOCUTEIIBHO BO3PACTHON HOPMBI.

Takum 00pa3oM, y B3pOCIBIX MNAIMEHTOB C TeMO(UIIMEH BBISBICHO 3HAUYMMOE
camkenne MIIKT, cremeHp BBIPAXEHHOCTH KOTOPOTO 3aBUCHUT OT (HOPMBI
3aboneBanus. Hanbonee Tsoxénbie usmenenus MIIKT xapakrepHsl Ay remoduiuu A,
IpyU KOTOPOM mMpeodsaaeT OCTEeonopo3, Torga Kak npu remopunuu B yaiue
JMArHOCTUPYETCS] OCTEONEHHs] C MEHbIIEH pPACIPOCTPAHEHHOCTHIO OCTEONOPO3a.
[TonydeHHble pE3yabTAaThl CBUIETEIBCTBYIOT O HEOOXOJAMMOCTH PETYJISIPHOTO

MOHHTOPHHIA MPIHGpEU'IBHOfI INIOTHOCTH KOCTHOM TKaHU U PaHHCTIO IIPOBCACHUA
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PO UIIAKTUIECKUX U JIEUeOHBIX MEPOTIPUSITHI, HATIPABJICHHBIX Ha MIPEAYIIPEKICHUE
OCTEOMOPOTUYECKUX OCIOKHEHHUM Y TAlMEHTOB C reMO(UIIEH.

Cayvyaii u3 KJIMHUYECKOW NMpakTHKW. MyxuuHa, 43 rona, oOpaTmics K
CeMeHOMYy Bpauy ¢ »ajnob0amMu Ha OOJM W OTEYHOCTh B KOJIEHHBIX CyCTaBax, Ha
HOCOBBbIE KpoBoTeueHus. Co CIOB BhIIIEyKa3aHHbIE KaIOObl NOSBUIUCH 5 MECSLEB
Ha3aJl, C IeTCTBA 3aMeyval MT0SIBJICHUE YacCThIX CUHSKOB NP JETKUX TpaBMax. B ceMbe
JieJ1 ¥ Opat cTpajgaroT reMoguiInei.

[TaneHT OBLT OCMOTPEH BPA4OM-T€MATOJIOTOM.

[Ipn oObekTHBHOM OOCIEAOBAHWM: KOXa W CIU3UCTBIE 000J0YKM OJeaHbIC,
UM OY3IbI HE TATBITUPYIOTCS yBETMYCHHBIMU. VIMEIOTCS MpHU3HAKYA KPOBOTOYHBOCTH
néceH, TeMOopparuy Ha TMepeaHeH MOBEPXHOCTH KUBOTA M MPEIIICYbIX, OTEYHOCTh
000MX KOJICHHBIX CYCTaBOB. AYCKYJIbTATHBHO B JIETKUX OMPEISISACTCS BE3UKYIIIPHOE
neixanue. [lynse — 85 yn/mun, AJl — 120/70 mm pr. CT.

I'emorpamma: sputpouutsl: 4.7 x 10°12/1; remornooun: 125 1/m; IeHKOIUTHI:
6,5 x 10"9/n; tpomOGoumter: 185 x 1079/m; remartoxput: 0,45; cpemuuii 006bEM
sputpouutoB (MCV): 89,5 ¢n (mopma 80-100 ¢i); cpemnee coaepkaHue
remoryioouna B sputporutax (MCH): 29,7 nr (nopma 27-32 mr).

Koaryaorpamma: nporpomOuHoBoe Bpemsi: 13,5 cek. AKTHUBHUPOBaHHOE
gacTuyHoe TpomOorutacTuHoBOe Bpems (AUTB): 63 cex. dubpunoren: 3.7 r/n (Hopma
2.0-4.0 r/n), A-agumep: 0,7 mxr/mia. Yposens daktopa VIII: 23% ot HOpMBI (HOpMa
50-150%), uro moarBepkaaeT Hanmuuue remopunuu A. MuHepajibHasi IJIOTHOCTH
kocteil (MIIKT): neacutomerpus B o0actu meiiku 6eapa: 0.845 r/cm? (Hopma 0,9—
1.3 r/cm?). T-score: -2,3 (yMepeHHasi OCTEOINECHUSI, PUCK MEPETOMOB MOBBIIIEH).

JMuarno3: remopunus A (nepurut dakropa VIII), ymepenHast ocreoneHus.

Takum 00pa3om, 3TOT KIMHUYECKHUI CITydald MOKa3bIBaeT, UTO ISl TOCTAaHOBKHU
IUarfo3a HeoOXOoIMM KOMIUIEKCHBIH IMOAX0X K 00cCiaeqoBaHui0 OOJBHOIO C
remMopuiinel, BKIIOUYas JTaOOpPAaTOPHBIE MCCICAOBAHUS U JOTMOJHUTEIbHBIE METOIbI
muaraoctuku (MIIKT). Pa3Butne octeonoposa u ocTeoneHuu y 60abHbIX ¢ I'D MOXKHO
OOBSICHUTh  HApYIIEHUEM DJICKTPOJIMTHOTO OOMEHa U  TMPOrpecCUpOBAHUEM

BOCHAJIMTENBHOIO IIpoLecca. DTO JOKa3bIBAET, YTO y NAMEHTOB ¢ I'® HEoOX0auMO B
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JTUHAMUKE HAOTI0/IaTh 32 YPOBHEM 3JIEKTPOJIUTOB KPOBHU.

B tabaune 3.16 npenctaBieHO CpaBHEHHUE BBIPAKEHHOCTH 00JIEBOTO CHHIPOMA
y MAlUEeHTOB C TeMO(MINYECKON apTPONaTuei B 3aBUCUMOCTH OT (JOPMBI U CTETICHH
TSXKECTH 3a00JIEBaHUSI IO JJAHHBIM BU3yaJbHO-aHaoroBoM mikaisl (BAILLL).

Tabiamua 3.16. BeipaxkeHHOCTH 00JI€BOr0 CHHAPOMA Y B3POCJIbIX MALUEHTOB C
reMo(pMJIM4ecKO aprponarued B 3aBHCHMOCTH OT (OpMbI M THXKECTH

3a00J1eBanud (mo BAIII)

TeueHnue Karteropus 60m (6a,15161) o A I'oeB p(Am
B)
JIérkoe (n=37; 8,0%) - - -
Cpennetspkénoe Boub orcyrctByert (0-4) 0 (0,0%) 0 (0,0%) 1,000
(n=291; 63,1%) JIérkas Gonb (5-44) 73 (30,0%) 15 (31,2%) 0,865

Ymepennas 606 (45-74) 135 (55,6%) 25 (52,1%) 0,751
CunbHas 60u1b (75-100) 35 (14,4%) 8 (16,7%) 0,660
Tsoxénoe (n=133; Bonw otcyretByeT (0-4) 0 (0,0%) 0 (0,0%) 1,000

29,0%) JIérkas Gounb (5-44) 0 (0,0%) 0 (0,0%) 1,000
Ymepennas 6016 (45-74) 38 (33,0%) 5 (27,8%) 0,790
CunbHas 6011b (75-100) 77 (67,0%) 13 (72,2%) 0,790

[Tpumeuanue: p — cTaTUCTUYECKAs] 3HAUUMOCTh pa3In4yMil 4acTOThl Kareropuu 6o mexay ['d A u
I'® B (tounsiii kputepuii Oumepa, 2x2, two-sided). [l obmiero cpaBHEHUs paclpeeIeHH 0
Kareropusam (0e3 pa3doUBKH 1O CTpoKaM): cpenHeTskénoe Teaenne p=0,884 (2x3, y2 6e3 mompaBkH),
Tsokénoe Teuenue p=0,657 (2x2, x2 Ge3 monpaBKH)

AHallM3 BBIPAKEHHOCTH OO0JEBOrO0 CHUHAPOMA Yy B3pOCIBIX MAI[UEHTOB C

remormueckor aptponarueit mo BAIIl mokazan yBenmuyeHue M0JIM YMEPEHHOW H
CHJIBHOU OOJIH TIPH MEePEX0/JIC OT CPETHETHKEIOTO K TSDKETOMY TEYCHHTO 3a00JICBaHMS.

[Tpu nérkom teuenuu remodmmu (n=37; 8,0%) O0seBOI CUHIPOM IO IITKAJE
BAIIl y o6cneroBaHHBIX AIMEHTOB OTCYTCTBOBAJ BO BCEX MOATPYIITAX, HE3aBUCHUMO
ot Qopmbl 3aboneBanus (remodunus A u B), 4TO ykas3plBaeT Ha MHHUMAIbHOE
KJIIMHAYECKOE BIUSHUE apTPONATUU HA KaYECTBO JKU3HU JAHHOU KaTeropuu OOJIbHBIX.

[Tpu cpeanetskénom teuenuu (n=291; 63,1%) y nmamueHToB ¢ remodunuein A
nérkas 6omb (5-44 6amna) ormevanach y 73/243 (30,0%), ymepennas (45-74 Gamna) —
y 135/243 (55,6%), cunbHas (75-100 6amnoB) — y 35/243 (14,4%). Y nanueHToB ¢
remodunueil B pacnpenenenue 66110 conoctaBumbiM: 15/48 (31,2%), 25/48 (52,1%)

u 8/48 (16,7%) coorBercTBeHHO. Mexny remopunneii A u B cratuctuyecku
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3HAYUMBIX Pa3IUYHi 110 YaCTOTEe KaTeropuid OO MPU CPETHETSHKETOM TCUCHUH HE
BoIsBIICHO (p=0,865; p=0,751; p=0,660).

IIpu Tsx€nom Tewenun (n=133; 29,0%) nérxkas Oonb (5-44 Oamna) He
peructpupoBasiacb. YMepeHHas Oonb (45-74 6amna) ormevanachk y 38/115 (33,0%)
npu remopuwiuu A u 'y 5/18 (27,8%) npu remodunuun B, cunbHas 6osb (75-100
oamoB) —y 77/115 (67,0%) u 'y 13/18 (72,2%) COOTBETCTBEHHO; Pa3IHUUs MEXKY
dbopmamu reMoUITUN HE JOCTUTAIH CTaTUCTUYECKON 3HauuMocTH (p=0,790).

Takum o0pa3zom, mpu THKETOM TEUCHHM JIOJS CHIBHOM OONHM CYHIECTBEHHO
BBINIE, YEM TPHU CPEIHETSHKEIOM TeueHuW Kak npu remopunuu A (67,0% mpoTus
14,4%), Tax u npu remopunuu B (72,2% npotus 16,7%) (p<0,001 nns cpaBHeHuUs
JIOJIA CWJIBHOU OOJIM MEXTY TSDKENBIM U CPETHETSHKENBIM TEUEHUEM BHYTPU KaXKIOM
dbopmpbl).

Pazauuus mexny remoduimeit A m B HOCAT orpaHUuYeHHBIA XapakTep M
MPOSIBIISIIOTCS.  NPEUMYIIECTBEHHO TIPU CPEIHETSHKEIOM U TKEIOM  TEUCHHUH
3a0o0JieBaHusl, TOTAA KaK MPHU BBIPAXKEHHOM 0OJIEBOM CHHAPOME MHTEHCHUBHOCTH 00JIH
orpepaensieTcss B OONbIIEH CTENIEHN CTETEHBIO THKECTH apTpomaTuw, a He Qopmoi
remopunnn. IlomydeHHbIE nOaHHBIE NOMYEPKUBAIOT KIMHUYECKYI0 3HAYUMOCTD
00JIEBOTO CHHApPOMA KaK OJHOTO W3 KIIOYEBBIX MPOSBICHUN MPOTPECCUPOBAHUS
reMo(UINYEeCKONH apTpomaTud U HEOOXOAWMOCTh €ro yuéTa IpH BBIOOpPE TaKTHUKU
JICYCHUS ¥ pEaOMIIUTAIINY TTAIllHeHTOB.

3.11.  Oco0eHHOCTH KJMHMYECKOI0 Te4YeHHs] W COCTOSIHMSI CHCTeMbI

reMocCTasa y KeHIuH ¢ reModuimei

Knunnyeckne ocobeHHOCTM U (PaKTOphl pPHUCKA JKEHCKOW remoduinu
OCTAlOTCSl  HEAOCTATOYHO  H3y4YeHHbIMH. OnMpasice Ha  IPOBEAEHHOE
MCCIIeIOBAHNE U CYIIECTBYIOIIME MPEACTABICHUS O crenuduke 3ab00eBaHus y
KEHIIMH, MBI COCPEAOTOUMIMCH Ha KITFOUEBBIX TATOMEHETUUECKUX MEXaHU3MaX U
YCIIOBUSIX, CIIOCOOCTBYIOIIUX PA3BUTHIO T€MOPpPArMyecKoro cuHapoma. Takoe
MPEABAPUTEILHOE M3JI0KEHHE OOOCHOBBIBAET HEOOXOAMMOCTH IOCIIEAYIOLIETO
aHaJIN3a TMOJIyYEHHBIX PE3YJIbTATOB.

[IpoBenéH peTpOCTeKTUBHBIN aHaNMNU3 15 KIMHUYECKUX CIIy4aeB reMOPWINH Y

keHmuH 3a nepuos 2014-2024 rr. Cpeau 11 oOciegoBaHHBIX TAIMEHTOK C
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remormeit A 4 xeHmuHbI B Bo3pacte 12-36 net 6bi1u u3 Corauiickoit obmactu, 5
— 3 XaTJIOHCKOM 00acTu B Bo3pacte 35—-59 net, u 2 — u3 ropoja [ymanoe B Bo3pacte
35-37 nert, Toraa kak 4 manueHTku ¢ reModuinei B B Bozpacte 39-69 net npoxuBanu
B PPII (Tabauma 3.17).

Taoauna 3.17. Pacnpenesienne nanueHTOK ¢ remouiineii mo tuny 3adojieBanus,

BO3PACTY U PeruoHy NPOKUBAHMS

Peruon Bo3pacTHou KosauuecTBo
Tun remodguanu
NMPOKUBAHUSA AMANA30H (JIeT) | MAUMEHTOK (n)
I'emoumus A Corpauiickas 001acTb 12-36 4
I'emodunus A XatoHcKast 00J1acTh 35-59 5
I'emodunus A r. Jlyman6e 35-37 2
I'emo¢unus B PPII 39-69 4

Ipumeuanne: sl aHanmM3a pacnpeiesicHUs] MAIMEHTOK 10 TUIY reMO(WIMU, BO3pacTy W peruoHam
NpUMEHSIACh OIMCaTeIbHAs CTAaTUCTUKA; Pa3lIMyuMsl 10 YacTOTaM OLCHUBAINCH C HCIOJB30BaHHEM X2-
kputepus [lupcona (mpm ManbIx BBIOOpKax — TouHOro Kputepus @umepa). Pasmuums cumrannch
noctoBepHbiMu ipH P<0,05.

N3 tabmuiet 3.17 BugHO, 9TO cpeau 15 06ciieI0BaHHBIX KEHIIMH ¢ reMouineit
6onpmHCTBO (11 manuenTok) umenu remodunio A, Toraa kak reMmodunus B Obuta
BbISIBJICHA y 4 JKEHIIMH, NMpU4YéM Bce ciaydan remobuinnu B mpuxomunuck Ha
nanueHTok u3 PPII.

HawnGosnbiiee KOIMYECTBO MAIMEHTOK ¢ reModuiaueir A HAOIIOmaIoCh B
XatIoHCKOM 00acTh — 5 *KEeHIIMH B Bo3pacTe oT 35 no 59 ner. HemHoro mensiiee
KOJIMYECTBO MAIMEHTOK MpokuBajo B Corauiickoit 061actu — 4 KEHIIMHBI B BO3pACTe
12-36 net, 9TO MOXET yKa3bIBaTh HAa OOJiee paHHEE BBHISBICHHE 3a00JICBaHUS B STOM
peruone. Emé 2 xenuumubl ¢ remodunueit A 6putd u3 ropoja JymanOe, B Bo3pacrte
35-37 mer.

Mexny rpynmnoit u3 Corauiickoit oomactu u PPII cymectByer HanbonbInas
pazHunia B Bo3pacte (30 JieT), YTO MOTEHIMAIBHO MOXET OBITh CTATUCTHYECKU
3HAYUMBIM.

Takum 00pazoM, MOXKHO OTMETUTh: MpeoOnananue remodunuu A cpeau

YKEHCKOT'O HACEJICHUS C JUATHO30M «TeMOMUITUS», TeorpadudecKyro HEOTHOPOTHOCTh
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pacnpoctpaHeHusi: XarnoHckas u Corauiickas 00JacTd J1amu HauOOJbIINEEe YHCIIO
MalMueHToK ¢ reModuineit A, B To Bpemsi kak reMouins B BcTpeyanach TONBKO B
PPII. Bo3pactHoe pacnpeneneHue IMO3BOJISIET MPEANOI0KUTh, 4TO B COrauicKon
oOnacTu 3a0oJyieBaHHE BBISBISETCS B Oosiee paHHeM Bospacte, a B PPII — wame y
KEHIIUH 3PEJIOro U MOXKUJIOTO Bo3pacTa. DTH JaHHBIE MOTYT CBUJIETEIILCTBOBATh KaK
O Pa3IUYUsX B JUATHOCTUYECKOM OXBATE [0 PErMOHAaM, TaK U O BO3MOKHBIX T€HETHKO-
AMUACMHUOJIOTUYECKMX OCOOCHHOCTSIX B CTPYKType IKEHCKOW reMopuiuu B
PecnyOninke TamxukucTa.

OmnpeneneHbl peruoHaIbHbIE 0COOCHHOCTH JKEHCKOUW TeMO(DIINH, OTPaKAIONTHe
HACJIEJICTBEHHO-TEHETUUECKYIO TIPEAPACIOIOKEHHOCTh W BIUSHHUE COLMAIBHBIX
(hakTOpOB.

[IpeacraBieHHble JaHHBIE CBUAETEIBLCTBYIOT 00 OTCYTCTBUM 3HAYMMbBIX
pasTuYHil MEXTy MalMeHTKaMu ¢ Temoduineld A u B 1o psty aHTpOmmoMeTprHIecKux
U 3THOoAeMorpaduyecKkux XapakTepucTuk. Tak, Bo Bcex ciydasx (100%) cpeau
JKEHIUH O0eUX Tpynn OTMEYAINCh CBETJIBIA IIBET KOXH W ACTCHUYECKUM THII
tenocnoxenus (p> 0,05), yTo yka3biBaeT Ha euHbIe (DEHOTUITNYECKUE OCOOEHHOCTH
oOclieToBaHHOW BBIOOPKHM, HE 3aBucAmMe oT Tuna remoduwiun. Yacrora
MHOTOJIETHOCTA OblJIa HECKOJIbKO BbIle B rpymnme remopunuun A (63,6% npotus
50,0%), ipu 3TOM pa3iuuus HOCTUIIM cTaThcTUueckoi 3HaunmocTH (p <0,05), uto
MOXXET OTpakaTh KyJIbTYpHO-OBITOBBIE OCOOCHHOCTH CEMEW C JaHHBIM THUIIOM
3a0oneBanus. Hanmnuue 3abosieBaHus y OJMKAWIIMX POJCTBEHHHUKOB BCTPEYAIOCh
IIPUMEPHO OAMHAKOBO 4YacTo B obemx rpymmax (54,5% u 50,0%; p> 0,05), uro
CBUJICTEIILCTBYET O COMOCTaBUMOM YPOBHE HACJIEICTBEHHOW OTSATOLIEHHOCTH.
AHaJIOTUYHO, YacTOTa POXKIEHUS B OJM3KOPOJICTBEHHBIX Opakax (27,3% mportus
25,0%:; p> 0,05) u mpo>kMBaHMs B COLIMAIILHO HeOIaronony4yHoi cpene (27,3% npoTus
25,0%; p>0,05) cymiecTBEHHO HE pa3indaliach, YTO YKa3bIBAET HA CXOXKHE COIMATIBHO-
nemorpaduyeckre YCJIOBHS JKU3HU TNAIlMEHTOK BHE 3aBUCUMOCTH OT BapHaHTa
reMo(QUIHH.

Kinnnyeckue nposiBjieHHsi reMO(QUIMN Y KEHIIMH B 3aBHCUMOCTH OT
CTeNeHU TsKecTH 3a0ojieBaHusl ObLIM  pa3anmyHbiMU. B Tabmune 3.18

MNpeACTABJICHBI KIMHUYCCKUEC ITPOABICHUSA I‘CMO(i)I/IJ'II/II/I Y KCHIIWH B 3aBUCHUMOCTH OT
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CTETICHU TsDKECTH 3a0oseBanus. CTaTUCTUYECKAs OLEHKA Pa3Iuduii MEXIy JIETKON U
TsDKENOW (opMamMu MPOBOAWIACE C HCIOJIB30BAHMEM TOYHOIO JBYCTOPOHHETO
kputepust @uiiepa (2%2). YCTaHOBIEHO, YTO YAacTOTa HOCOBBIX KPOBOTEUECHMI
yBEJIMYMBANIACh MpHU yTspKeneHuu 3adoneBanus (50,0% mnpu nérkoit ¢hopme MpoTUB
71,4% nipu TAxKENON), OAHAKO Pa3IMUMS HE JOCTUIIM CTAaTUCTUYECKONW 3HAYMMOCTHU
(p=0,235). Ananoru4nas TEHACHIMS OTMEYEHA Jisi TMOIKOXHBIX KpPOBOMOJITEKOB,
KOTOpBIE Yalle PEerucTpUpoBaUCh, mpu Tsokémon dopme (89,7%), HO 06e3
CTaTUCTHYECKHU 3HAUYUMBbIX paznuuuid (p=0,136). OOmupHbIE reMaToMbl P JETKOU
dbopme He HaOMOAAINUCH, TOTJa Kak Mpu TsHKENOU Qopme BbIsSBIsLIUCH B 89,7%
Cly4aeB; pasnuuusi  ObUlM  cratucThuecku  3HauuMbiMu  (p=0,044), 4tO
CBUJIETEIICTBYET O BBIPAXKEHHOM 3aBUCUMOCTH YaCTOThl MACCUBHBIX KPOBOU3IUSHUM
ot cteneHu aeduimta Gaxropa cBEpThiBaHus. OOMIBLHBIE MEHCTPYAIIUU TIPU TKETON
¢popme ormeyasnch y 100% nanmeHTOK M OTCYTCTBOBAIW NpH JETKOM (opme;
pa3nyus CTaTUCTUYECKU BBICOKO 3HaUUMBbI (p=0,007), 4TO MO3BOJISIET pacCMaTPpUBATh
MEHOpPparuy Kak XapakTepHbIA KIMHUYECKUN MapKep TsHKETOTO TeUeHus 3a00I1eBaHUs
y xeHIuH. [lociepogoBbie KpOBOTEUEHHUS Yallle PETHUCTPUPOBAINUCH MPHU THKEION
dopme (71,8%), oAHAKO CTATUCTUYECKOM 3HAYUMOCTH pPa3IU4YUil HE MOJYYEHO
(p=0,229), BeposTHO BCIEACTBUME Maioro o0bEMa BBIOOPKHU. ['eMapTpo3bl Takke
MIPEUMYILIECTBEHHO BBISBISUIUCH Mpu TskENon dopme (71,8%), ogHako paznudus He
JIOCTUTJIA CTaTUCTUUECKOM 3HaunMocCTH (p=0,486). B 11e110M cTaTUCTUYECKH 3HAUUMAs
3aBUCUMOCTb OT CTENEHU TSKECTH 3a00JIeBaHUS YCTAHOBJIEHA JUIsl OOIIMPHBIX
rematoM (p=0,044) u oOunbHbIX MeHcTpyanui (p=0,007), Torma kak OCTaJbHBIC
KIIMHUYECKUE MPOSABJICHUS IEMOHCTPUPYIOT TEHACHIUIO K YBEJIMYEHHUIO YaCTOTHI MIPU
TSOKEIOM TEUEHHUH, YTO, BEPOSTHO, CBA3AHO C OrPAHUYCHHBIM YMCIOM HaOIIOICHUI.
Takum o0pazom, Tskénas ¢dopma reMODUIMH Yy SKEHIIUH XapaKTepu3yeTcs
npeobnajaHueM  BBIPQXKEHHBIX  T'e€MOPPAarMuecKuX  MPOSIBICHUH,  OCOOEHHO
MEHOpparuii ¥ MaCCHUBHBIX TIE€MaToOM, OTPAKAMOMIMX TIyOOKud  neuiur
KoaryJsinuoHHoro ¢akropa (<1%).

Cpennetsikénas (Gopma He BKIIOYATACh B PACUET pP-3HAYEHMSI, MOCKOJIBKY
aHaJIu3 MPOBOJUIICA MEXAY KpallHUMU CTEHEHSMH TsDKECTH (I€TKas U TsDKEmas) C

UCIOJIb30BaHUEM TOYHOrO KpuTepus Puiiepa (2xX2) B CBA3M C MalbiM 00BEMOM

BBIOODKH.
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Tadimuma 3.18. KuunHuveckue mnposiBjeHusi reMopuIMM y IKEHIIMH B

3aBHCHUMOCTH OT THKECTH TCUCHUA

Cumnrom I'd A(n=11) I'd B(n=4) p
Jlérkas Cpennsia | Tsokénaa | Jlérkas | Cpennss
dhopma (n=3) dhopma (n=2) (n=2)
(n=1) (5- (1-5%0) (n=7) (5-40%) (1-5%)
40%) (<1%)
Hocogsie 3 (50,0%) 2 (66,6%) | 5(71,4%) | 2 (50,0 %) | 1(50,0%) | 0,235
KPOBOTCUCHHSI
[MonkoxxHbIE 2 (33,3%) | 3(100,0%) | 6(85,7%) | 2 (50%) | 1(50,0%) 0,136
KPOBOIIOJTEKH
OOmmmpHbIE 0 (0,0%) 0(0,0%) | 6(85,7%) | 0 (0,0%) 0(0,0%) 0,044
reMaTOMBI
OOwusbHBIC 0 (0,0%) 0 (0,0%) 7 0(0,0%) | 0(0,0%) 0,007
MEHCTPYaIUH (100,0%)
[TocneponoBsie 0 (0,0%) 1(33,3%) | 5(71,8%) | 0(0,0%) | 1(33,3%) 0,229
KPOBOTECUCHHSI
['emapTpo3b1 0 (0,0%) 1(33,3%) | 5(71,8%) | 0(0,0%) | 0(0,0%) 0,486

[Tpumedanue: p — craTUCTUYECKAsk 3HAUUMOCTb Pa3IMuUil MEXy JErKoW M TSHKEIOH popmMaMu 1o
TOYHOMY JBYCTOpOHHEMY Kputeputo duiepa (2x2)
Jlanapie Tabmunbl  3.18  CBHJAETENBCTBYIOT O pPa3IUuUUd  KIMHHYECKOUN

CUMITOMATHKH y MAMEHTOK ¢ JETKOU U TsKENIon hopmMaMu reMopuIum.

CrnenoBatenbHO, TsokEnass Qopma KEHCKOM TeMOQWIMHM acCOLMMpOBaHa ¢
Oonee 4YacThIMM, UWHTCHCHUBHBIMA U  TOTCHIHMAIBLHO  OMACHBIMH  BHUJIaMHU
KPOBOTOUMBOCTH, TOTJa Kak JErkas ¢GopMa XapaKTepU3yeTCsl OTPaHMYEHHBIMU U
MEHEee BBIPAKEHHBIMU MTPOSIBICHUSIM.

HeGonbmoit 00bEM  BBIOOPOK  OOBSCHSAETCS PEIKOM  BCTPEYAEMOCTHIO
KIIMHAYECKH MaHU(eCcTHhIX GopM remModuianu y >KeHIUH. B uccrenoBanue Obuin
BKJIIOYEHBl BCE JOCTYIHBbIE HAOJIONEHUS 3a aHAIM3UPYEMBIM MEepUuoA, 4YTO
o0ecreuynBaeT penpe3eHTaTUBHOCTD JUIsl JAHHOW KaTeropuu narueHToB. [IocKobKy
CpaBHUBAaE€MbIE TPYIIBl SBISUTHCh HE3aBUCUMBIMH, IS OINEHKH  Pa3Induid
UCTIOJIb30BaHbI TOYHBIE METO/BI CTATHCTUYECKOTO aHaIu3a (JIBYCTOPOHHHI KPpUTEPHIA
durepa), MO3BOIISIONINE KOPPEKTHO UHTEPIPETUPOBATH JaHHBIE IPU MaJIbIX 00BEMaX
BBIOOPOK.

I'emounms y KEHIIWH, HECMOTPS Ha CBOIO PEIKOCTb, MOXET MPOTEKaTh C
BBIPDAKEHHOM KJIMHUKOM, OCOOCHHO MpU HAIMYMK MyTaluuid obenx X-XpomMocoM.

JKeHmuHBI ¢ OJHOM MyTaHTHOM X-XpOMOCOMOW dYalle HMEKT JErKyr (opmy
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remomn. HeoOXxoammo BKIIOYEHUE JKEHIIUH W3 TPYIIN PHUCKAa B IMPOTPaAMMBI
CKpUHUHTA W JIUCIIAHCEPHOTO HaOmIo/eHus. Bpadam-remarosnoram M THHEKOJIOTaM
CJIeIyeT yYUThIBaTh TeMO(rinio B auddhepeHInanb-HON JMAarHOCTUKE KPOBOTEUCHUN
y OKCHIIMH. BpbiABieHne ©  HaOJIOJEHHWE TaKUX  MAIMEHTOK  TpeOyroT
MYJIbTHIACIUILTHHAPHOTO MTOX0/1a.

I[Ipu cpaBHMTEJHLHOM AaHa/IM3e IMOKAa3aTejJed CHCTeMbI TremMocTaza Yy
NANMEHTOK ¢ ’KeHckoil remoduiauein (n=15) ormeuenHo yanuHenue AYUYTB mo
CpPaBHEHUIO ¢ KOHTpOIbHOM rpynmoii: 39,1 [38,6-39,9] ¢ npu remopunuu A (n=11) u
37,0[36,7-37,3] ¢ npu remodunuu B (n=4) nporus 29,1 [28,8-29,4] ¢ B kouTpOse (p1-
2<0,001; p1-3<0,001). Mexnay remodumueir A u B pazmuuus mo AUYTB rtaxke
BhIsiBIICHBI (p2-3=0,018).

Yposenb D-gumepa cocraBun 578,4 [566,1-585,4] ur/n npu remoduinuu A u
575,4 [569,3-579,2] ur/n npu remodunuu B nporus 550,3 [546,6-562,3] ur/a B
KOHTPOJIE; pa3audusi KOHTPOJb Vs reMobuinst A ObUIA CTaTUCTUYECKH 3HAYUMBI (p1-
2=0,001), Torna kak KOHTPOJb Vs remouinsa B u remopunus A vs B — HegocToBepHBI
(p1-3=0,091; p2-3=0,661).

BCK cocraBuno 4,9 [4,2-5,3] mun npu remodunuu A u 4,5 [4,3-4,9] MuH nipu
remobunuu B npotuB 3,8 [2,2-4,6] MUH B KOHTpPOJIC, CTATUCTUYECKH 3HAYUMBIX
pasiauuunii He BeisiBiaeHO (p>0,05). Uncno TpombonuToB coctaBmiio 257,1 [252,8-264,0]
u 248.,4 [241,5-254,9] x10°9/n ipu remodunuu A u B cooTBeTcTBeHHO TTpoTHB 291,0
[261,8-326,0] x1079/m B KOHTpOJE;, pa3jivuyusi HE JAOCTHTad CTATHCTUYECKOM
3HaunMocTH (p>0,05).

TpomOMHOBOE BpeMs OCTaBaJIOCh B JAMANA30HE 3HAYCHUM, OJUBKHUX K
KOHTpOJIbHOU rpymme: 17,64 [17,50-17,93] ¢ mpu remodmmiu A u 17,43 [17,28-17,65]
¢ nmpu remopwmu B mporur 18,26 [17,75-18,64] ¢ B KOHTpOJIE, CTaTUCTUUCCKU
3HAYUMBIX Pa3IUYUi MPU MMONAPHOM CPaBHEHUH He BbIsgBIeHO (p>0,05).

BPK 0bu10 yBEnM4YEHO 1O CpaBHEHUIO ¢ KOHTposeM: 128,6 [125,5-131,4] ¢ mpu
remodumnu A u 116,0 [114,4-116,6] ¢ npu remoduinu B ipotus 104,9 [100,9-109,1]
¢ B koHTpose (p1-2<0,001; p1-3=0,010). Mexny remodmmmeir A u B paznuaus 1o
BPK Ttax:ke BoisBiaeHs (p2-3=0,003).
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TIII" cocraBmno 548,1 [533,3-559,4] ¢ npu remodrmmmu A u 535,9 [527,1-545,8]
c ipu reMmorinu B mpotus 512,0 [505,2-521,5] ¢ B KOHTpOJIE; pa3audus ¢ KOHTPOJIEM
Obutn  cratucthyeckn 3HaumMbl (pl1-2<0,001; pl-3=0,035), Torma kak MeEXAy
remoduianeit A u B paznuuuii He BoisBiacHO (p2-3=0,412).

I11 ocTaBasncs 6JU3KUM K KOHTPOJIBHBIM 3HaUeHusiM: 123,3 [121,0-126,1]% nipu
remobunuu A u 126,3 [119,9-133,4]% npu remodpunuu B mporus 125,2 [117,3-
131,1]% B KOHTpOJIE; CTATUCTUUECKU 3HAUMMBIX pa3IMuuii He BbIsiBIIEHO (p>0,05).

®ubpunoren coctasun 308,4 [301,6-315,8] mr/nn npu remodrinu A u 311,4
[303,4-318,0] mr/m1 npu remoduauu B npotus 307,2 [306,6-308,1] Mr/mi1 B KOHTPOJIE,
CTAaTHUCTUYECKHU 3HAYUMBIX pa3audnii He BIsBICHO (p>0,05) (Tabmuma 3.19).

Taoauna 3.19. Iloka3aTeqn cUCTEMBI reMoOCTa3a y MAllMEHTOK ¢ reModuiuei

CpelHeH CTEeNeHH TAKeCTH B 3aBUCUMOCTH OT KJIMHUYECKOH popmbl (n= 15)

IHoka3zaTeanb Kontpoas | I'emodunus | 'emopuians p pl-2 pl-3 | p2-3
(n=20) A (n=11) B (n=4)

AUTB, ¢ 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-mumep, 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, mun 3,8[2,2-46] | 49[4,2-53] | 45[4,3-49] | 0,064 | 0,100 | 0,365 | 0,753

Tpom6GonuTs, | 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]

Tpom6unosoe | 18,26 [17,75- 17,64 17,43 0,040 | 0,111 | 0,194 | 0,226
BpeMmsl, 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]

I, % 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]

®dubpunoren, | 307,2 [306,6- 308,4 311,4 0,929 | 1,000 | 1,000 | 1,000
MT/A7 308,1] [301,6- [303,4-
315,8] 318,0]

[TpuMeuanue: p — CTAaTUCTHUYECKAs 3HAYMMOCTb pa3nuuuil Mexay rpynnamu (U-kpurepuit MaHHa-
YuTHU 1715 mapHBIX cpaBHEeHUH ¢ nonpaBkoil Holm; o6mmii Tect Kpackena-Yomnuca s 3 rpymnm)

Takum oOpa3om, y AIMEHTOK C )KEHCKOH reMO(UIINEH BBISIBIICHBI XapaKTEPHbIE
M3MEHEHUS KOaryJIsiiMOHHOTO 3BE€HAa T€MOCTa3a, MNPOSBISIONIMECS JOCTOBEPHBIM
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yanHeHueM AUTB, yBenuueHueM BpeMEHU CBEPTHIBAHHS KPOBU M BPEMEHU
peKabIIU(UKALIMKA, YTO OTpakaeT HapyIIEHUWE BHYTPEHHEro MYTH KOaryJsiuu
(P<0,05-0,001). Ilpu sTom mnokazarenu TpoMOOIuUTOB, D-numepa, TpoMOMHOBOTO
BPEMEHHU, MPOTPOMOMHOBOTO WHIAEKCa W (UOPUHOreHa OCTaBajIUCh B IIpeneax
pedepeHcHbIx 3HaueHui (P>0,05), 4To CBUIETENBCTBYET O COXPAHHOCTH IEPBUYHOIO
reMocTas3a ¥ OTCyTCTBUU BBIPAKEHHON aKTUBAIMU (PUOPUHOIN3A.

AHanu3 akTuBHOCTH (pakTopoB VIII m IX y manueHTok ¢ remopuiueii ¢
yuétom ¢opmbl 3200/1€BAHMS W CTENEHM THKECTH I[I0Ka3al 3aKOHOMEpPHOE
CHM)KEHHE UX YpPOBHEH IO Mepe YTSKEICHUS KOaryJionaTuh IO CPaBHEHUIO C
KOHTPOJIbHOM T'PYIIIION.

I'emodunus oTHOCUTCA K peakuM (opdaHHBIM) 3a00JIEBaHUAM, a KIMHUYECKU
3HauYMMbIe (POPMBI Yy KEHIIMH BcTpedatorcs emié pexe. [lostomy dopmupoBanue
00JBIINX BBHIOOPOK OOBEKTHBHO 3aTpyJHEHO. B wucciienoBaHue BKIIOYEHBI BCE
JIOCTYIHbIE MAIMEHTKH, a CTATUCTUYECKUN aHaju3 BBINOJHEH C HCIOJIb30BAHUEM
METO/IOB, KOPPEKTHBIX /IS MaJIbIX M HEPaBHBIX HE3aBUCHUMBIX BBIOOPOK, YTO
COOTBETCTBYET MEKIyHAPOAHOU npakTuke [139].

CreneHb TKECTH TeMO(DHINM Yy TMALMEHTOK OMNpeNesuld 10 YPOBHIO
akTUBHOCTU (hakTopa cBEpThIBaHUS coriacHo kiaccuukammun WFH. Cpenu
nanueHTok ¢ remodpunueit A (n=11) nérkas crenens (5-40%) BoisiBiena y 1 (9,1%),
cpennss (1-5%) —y 3 (27,3%), toxénast (<1%) —y 7 (63,6%). Cpeau nammeHToK ¢
remouineit B (n=4) nérkas u cpeHss CTENEHU BCTPEYAIUCh OJJUHAKOBO YacTO — IO
2 cnydas (50,0%), Tskénas crenenb He 3apeructpupoBana (0,0%). Pazmuums
pacnpeiesIeHusl CTeTeHe TSHKeCTH Mexay remoduiveid A u B uMenu norpaHuyHbIil
xapaktep (TouHsblil Tect 2x3, p=0,056). CpaBHeHue A07U TSHKENBIX PopM (TsDKENas u
HEe TsDKENasg) TakKe He JIOCTUIIIO CTaTUCTUYECKOM 3HAYUMOCTH (TOYHBIA KPUTEPHid
®dumepa, p=0,077) (tabauua 3.20).

Tadoamua 3.20. Pacnpenenenue cremeHeid Ts:kectd mo WFH y nmamueHTOK C

remoduaneit A u B (n=15)

I'pynna JIérkas (5- Cpennss (1- Tsxénasn

40%) 5%) (<1%)
I'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, Tousnslii TecT 2x3) 0,056 - -

p (Tsokénas u He TshkEnas, Ouirep 0,077 - -
2X2)
[Tpumevanue: p — ypOBEHb CTATUCTUYCCKON 3HAUUMOCTH

Takum 06pa3zoM, y manueHTok ¢ remoduineit A mpeoOraaanu THKENbIEe GOPMbI
(63,6%), Torna xak npu remodusnuu B Tsxkénbie GopMbl HE BBIABIIEHBI, a JETKas U
CpeIHsisl CTENEHU BCTpPEYaIUCh OJMHAaKOBO 4yacto (1o 50,0%), uto oTpaxkaeT Oosee
OnmaronpusTHOe TeueHWe. HecMoTpss Ha KIMHUYECKYIO TEHACHIMIO K OOJbIIeH
TSOKECTH TIPU TeMOPUIMH A, CTaTUCTUYCCKHA 3HAYMMBIX Pa3IMYUil HE IMOITY4YEHO
(p=0,056; mpu o6benunennn —p=0,077), BEposITHO, U3-3a MAJIOTO 00bEMA BHIOOPKH.

AKTUBHOCTh (PAKTOPOB CBEPTHIBAHUS 3aBUCUT OT CTENEHH TSHKECTU
reMoprInH, 94TO TOJHOCTBHIO COOTBETCTBYeT Kiaccubukaruu World Federation of
Hemophilia, rae cama creneHb TSKECTH ompeaenserca ypoBHeM (aktopa. B
KOHTPOJILHON TPyIIIe MEIWaHHbIE 3HAYCHUS AKTUBHOCTH (DAKTOpPOB HAXOASATCS B
npenenax Hopmel: pakrop VIII — 156,9% [142,0-172,5], dakrop IX — 112,8% [99,3—
137,2], uTo OoTpakaeT COXpaHHYIO KOAryJIsIuoHHYy0 QyHKIuo (Tabnuma 3.21).

[Tpu remommu A oTMEUaeTCs 3aKOHOMEPHOE TTPOTPECCUPYIONIEE CHUKEHUE
aktuBHocTH (aktopa VIII: mpu nérkxoit dopme — 22,5%, 4uro ykmanpiBaeTcs B
nuana3on 5—40%; npu cpeaneit — 3,5% (1-5%); npu Tsoxémoit — 0,7% (<1%).

OTO0 MOATBEPKIAET, UTO rryonHa aedumura ¢pakropa VIII nanpsimyro oTpaxkaer
TSKECTh 3a00JIEBaHUS U MOXKET CIY>KUTh OOBbEKTUBHBIM KPUTEPHUEM CTpaTU(UKALIIU
MAIUEHTOB.

AHanornyHasi TeHJeHUUA Habmomaercs npu remoduiuu B: aKkTUBHOCTH
dakropa IX mpu nérkoit popme cocramusier 22,9%; npu cpeaneit — okono 3,0%;
TsOKETBIC (DOPMBI B HICCIICIOBAHUHN HE 3aPETHCTPUPOBAHBI.

Ta6aumna 3.21. AKTHBHOCTD (haKTOPOB 1O cTeneHam TskecT, Me [Q1-Q3]

IHoka3aresanb KonTpoan Jlérxas (5- Cpennss (1- Tsxénas
40%) 5%) (<1%)
®axtop VIII, % (I'd 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'd B) | 112,8 [99,3-137,2] 22,9 [16,9- 3,0 [2,3-3,7] -
28,9]
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IIpumeuyaHue: CTaTUCTUYECKOE CPABHEHHE aKTHUBHOCTU (paKTOpa MEXKIY CTEHCHSIMH TSKECTH HE
MIPUBOAMTCS, TaK Kak crerneHb Tsokectn mo WFH omnpenensercst moporamu aktuBHOCTH (hakTopa (To
€CTh PA3JIMYHUs 3aJI05KEHBI B ONPEICTICHUN KaTeroOpun)

Takum 00pazoMm, TpEICTaBICHHBIE JAaHHBIE TOJITBEPKIAIOT KOPPEKTHOCTh
pacnpeneseHus TAIMEHTOB IO CTENEHSM TSHKECTH U JEMOHCTPUPYIOT KIMHUKO-
71a00paTOPHYIO COTJIACOBAHHOCTD: YeM HIDKE akTHBHOCTH (pakTopa VIII wmm [X, Tem
TsDKeIlee TeUeHUE TeMOPUITHH.

Cpenu 773 manueHToB ¢ remoduianeit 3apeructpupoBano 15 xenmun (1,9%).
VY OonblIMHCTBA MalMEHTOK BbIsiBieHa reModunus A — 11 (73,3%), remodunus B
nuarHoctupoBaHa 'y 4 (26,7%). Ilaumentku c¢ remoduianeil A mNpoXuMBaId B
Cornuiickoit ob6nactu (n=4; Bo3pact 12-36 ner), Xarnonckoi obmactu (n=5; 35-59
netr) u r. Jyman6e (n=2; 35-37 ner), Torma kKak Bce ciydau remoduiauu B
npuxoauiuch Ha mnauueHTok w3 PPII (n=4; 39-69 gner). Ilo xinuHuueckoit
XapaKTePUCTUKE B aHAIHM3E MPOSBICHUN Y MAlUEHTOK ObUTH BBIACIICHBI JETKas (n=6)
U Tsoxénas (n=9) Gpopmbl Ipu OTCYTCTBUU CPEAHETSKENBIX ciiydaeB. Tspkénas popma
Yare CONpOBOXK/1aTach KPOBOTCUCHHUSIMH, CBI3aHHBIMH C PENPOAYKTUBHON (PYHKITHEH
(o6unbHbIe MeHcTpyauuu 7/9 (77,8%), nocneponossie kpoBoreueHus 3/9 (33,3%)).
['emapTpo3bl y MaMeHTOK BeTpeuanuch peako (2/15 (13,3%)).

Takum o00pa3om, Haunboyee BBIPAKEHHOE CHIKEHHE HAOMI01aIoch MpH
Tsokénmon  gopme remoduaMM, UYTO OTpakaeT TIuyOuHy neduiura ¢GakTopoB
CBEPTHIBAHUS U COOTBETCTBYET  KIMHHUKO-IA0OpaTOpHOW  Kilaccu(UKALUU

3200JICBAHUA.

3.12. AHaiu3 ITHOJOTHYECKMX (PAKTOPOB U KIMHHUKO-JIA00PATOPHBIX

noxKasareJyied y Nal{HEHTOB ¢ NPUOOPeTEéHHOM (popMoii reMopuIuun

Pe3ynbpTaThl HaMIMX HCCICIOBAHUHN IMMOKA3aJIH, YTO KIMHUYECKHUE TPOSBIICHUS
npuoOpeTéHHOM (GOpMBI, HECMOTPS Ha BHEIIHEE CXOACTBO C HACICACTBEHHOM
reMoprIIHel, OTINYAINCh 00JIee O3 THUM JIeOI0TOM M OOJIBIICH TSIKECTHIO TCUCHHMS,
YTO JIeNaJI0 ATy MATOJOTHIO 3HAYMMOW /I CPAaBHHUTEIBLHOTO OOCYXKICHHUS B paMKax
JIMCCEPTAIIMOHHON pabOThI.

[To pe3ynbraraM HaluxX HCCIENOBAaHUM, Cpeld § MAIMEHTOB ObUIO MOPOBHY
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MY YUH M KEHIIUH (1o 4 4enoBeka). AHaIM3 NPUYMH U MPeapacroiararoiux
dakropos pazsutus [1I" B gaHHOI BEIOOpKE MOKa3aj, YTo U3 4 MY>KYUH B CPEIHEM U
IOKMJIOM BO3pacTe y 2 Opl1a JUarHoCTUpOBaHa MHOYKECTBEHHast Mmuesoma, y 1 — BUU-
uHbpekuusd, ay 1 —mumdpoma. Cpenn xeHiuH y 1 Obuia BeISBIIEHA CHCTEMHAs KpacHast
BOJIYAHKA, y 2 — paK MaTKH, a y 1 — pa3BuTHe 3a00J€BaHMsI IOCIIE POJOB.

Knunnueckue mnposisiaenus: 1IN y My>XK4uMH XapakTepU30BaJIUCh MOSBICHUEM
MeJIKOTOUeYHBIX KpoBomsnusauii (57,0%), remarom (47,0%), KpoBOTEYEHHI B
Mmbiax (45,0%) u BeIpaxkeHHBIMH KpOBOTE€UEHUsIMU TTpH TpaBMmax (39,0%).

Bospact mnamuenTox Obul OJM30K K BO3PACTHOMY JIMAMa30HY MY>KUHMH.
Knunuueckue mposiBICHUS TakKe BKIOYAIM Temopparuto Ha Koxke (55,0%),
kpoBoTeueHnus (43,0%), cunsiku (37,0%), a B HEKOTOPBIX CIydasx — MPOOJIEMBI C
CycTaBamu.

AHanu3 KIMHUKO-TA00PAaTOPHBIX MOKa3aTeleil MalMeHTOB ¢ MpUOOpeTEHHOU
reMo(rIne MPOBOIUITN MMYTEM COTIOCTABIICHUS JIBYX HE3aBUCUMBIX I'PYIII — MYKYHH
(n=4) u xenmuH (n=4). C yu€tom Mamoro oObEMa BBIOOPKH KOJIMYECTBCHHBIC
roKasarenu npeacraieHbl kKak Me [Q1-Q3], MeXrpynnoBbie CpaBHEHHS BBITOIHEHBI
U-kputepuem ManHa-Yutau (two-sided, exact), s KaTeropuajJbHBIX HCXOJI0OB
IIPUMEHSUIM TOYHBIN Kputepnuid duiepa.

Bo3pact manueHToB Obul comocTtaBuM: y Myx4uH 65,5 [60,9-67,1] ner, y
keHiuH 59,4 [52,8-64,9] ner (p=0,486). AxtuBHocth FVIII Takke cratuctudecku
3HaYMMO He pasnuyaiack: y mMyxuud 3,1 [2,1-4,21%, y xenmun 4,8 [3,8-5,1]1%
(p=0,486). nUTE€NbHOCTh TOCHHUTAIM3AIMU MEXKIy TIpyIIaMd 3HAaYUMO He
omyanace: y MyxuuH 19,9 [16,1-24,9] nus, y xenmwmH 19,7 [16,5-21,2] nua
(p=0,686). YacroTa penuaUBOB, MOJTHOM W YACTUYHOW PEMHUCCUU CTATUCTUYECKU
3HAYMMO He paznuyanack Mexay noiamu (p=1,000 ang Bcex TpEX CpaBHEHMI), YTO
COOTBETCTBYET OTPAaHUYCHHONW MOIIIHOCTH MCCIICIOBAHUS MPU N=4 B KaKIOW TPyIIIe

(Tabmuua 3.23).
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Tab6muua  3.23. KunHuko-ja0opatopHble  NOKa3aTeJqd  NANMEHTOB €
npuodperéHHOM reMoguIre B 3aBUCHMOCTH OT 110J1a (n=8)
IToxkazarenn MyxK4YUHBI KeHIUHBI Bceero (n=8) p
(n=4) (n=4)
Bospacr, ner (Me [Q1-Q3]) 65,5 [60,9- 59,4 [52,8- 64,7 [53,0- | 0,486
67,1] 64,9] 65,4]
AxtuHocts FVIIL % (Me [Q1-Q3]) 3,1[2,1-4,2] 481[3,8-51] | 4,3[2,1-4,8] | 0,486
JIIUTEIbHOCTh TOCIIUTAIM3ALNH, THH 19,9 [16,1- 19,7 [16,5- 19,7 [16,1- | 0,686
(Me [Q1-Q3]) 24,9] 21,2] 22,4]
Yacrora peruanBos, n (%) 2 (50,0%) 1 (25,0%) 3(37,5%) | 1,000
[TomHast pemuccusi, n (%) 2 (50,0%) 3 (75,0%) 5(62,5%) | 1,000
Yacrtuunas pemuccus, n (%) 2 (50,0%) 1 (25,0%) 3(37,5%) | 1,000

[Tpumeuanue: p — CTaTUCTUYECKAs] 3HAYUMOCTD Pa3IMnYUi MEXly MyKUMHAMH U KeHIuHamu. Jlis
KOJINYECTBEHHBIX MOKa3aTenei ucnoib3oBaH U-kputepuit Manna-YutHu (two-sided, exact), mis
KaTerOpHalIbHBIX IMOKa3aTellel — TOYHbIN KpuTepuit Puinepa (two-sided).

AxtuBHOCTH (aktopa VIII Obuia cHHUKEHA y manueHToB 00oero noja. B memom
no BeiOopke (n=8) aktuBHOCTH FVIII cocraBuna 4,3 [2,1-4,8]%, y myxuun 3,1 [2,1-
4,21%, y xenmmH 4,8 [3,8-5,1]%; cTaTUCTHUYECKM 3HAYMMBIX Pa3IMUYUN MEXKIY
rpyrmmnamMu He BeisBieHo (p=0,486) (Tabmuma 3.21).

JUIMTENBbHOCTh TOCHHUTAIU3aun coctaBuiaa 19,7 [16,1-22,4] nHsg; y My»X4YHH
19,9 [16,1-24,9] nus, y xenmmH 19,7 [16,5-21,2] nHSA; MEKIPYNIOBBIE Pa3IHYUs
orcyTcTBOBaH (p=0,686).

N3 8 mamuentoB peumuauB 3apeructpupoBaH y 3 (37,5%). Cpenu Myx 4uH
peuuauB otmeueH y 2 u3 4 (50,0%), cpeam xxenmumH — y 1 u3z 4 (25,0%).
CraTucTUYecKy 3HAaUMMbIX Pa3IMuuid MeXIy rpyInaMu He BbisiBiieHO (p>0,05).

[Tonnas pemuccus 3apeructpuponana y 62,5% nanuenTtos (5 u3 8), B TOM uncie
y 50,0% myxunn (2 uz 4) u 75,0% >xenuuH (3 u3 4); pa3nuuus CTaTUCTUYECKH
He3HaunMsbl (p=1,000). Yactuuynas pemuccus BoisisiieHa y 37,5% nanuentos (3 u3 8):
y 50,0% wmyxuun u 25,0% OSKEHIMH, CTaTUCTHYECKH 3HAYMMBIX pa3IMuUi He
yctanoBjieHo (p=1,000).

[TanenTHl ¢ TPUOOPETEHHON TeMopuIuel XapaKTepU30BaIUCh BhIPAKEHHBIM

camkeHneM akTuBHOCTH FVIII, HEoOXO0AMMOCTBIO ITUTEIBLHOIO CTAIIMOHAPHOTO
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JICYEHUs] U OTHOCHUTEIBHO BBICOKOM 4acTOoTOM peumauBoB. [lomHas pemwuccus
JOCTUTHYTa 0o0Jiee YeM Yy TMOJOBHHBI OOJBHBIX, YTO MOATBEPKIAET 3PPEKTUBHOCTD
MMMYHOCYIIPECCUBHOM Tepanuu. [IoMOBBIX pa3nuuvii HE BBISBICHO, BEPOSITHO
BCJIE/ICTBUE MaJIoTo 00bEéMa BbIOOpKH. IloyueHHbIE JaHHBIE HOCST ONMUCATENbHBIN

XapakTep U TpeOyIoT JanbHEHIIero HaKOIUICHHS KIIMHUYECKOT0 MaTepHalia.
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I'JTABA 4. Ocob0ennocTn TeueHusi reMopuanu Ha poHe MYJIbLTHKOMOPOUTHON U
MYJIbTUMOPOU/IHOM MATOJIOTMH

4.1. CocrosiHHe MYJbTHKOMOPOMJAHOI0O W MYJbTHMOPOUIHOIO CTAaTyCca Yy
NALUEHTOB ¢ reModuIneld B 3aBUCUMOCTH 0T GopMbl 3a00/1€BAHUA

B nuTepaTypHBIX HCTOYHHMKAX HEPEAKO OTMEYAETCS IIyTaHHWIAa MEXIy
MOHSATUSIMU «MYJTBTUKOMOPOUTHOCTHY u «MYJTBTUMOPOUTHOCTHY:
MYJIBTHKOMOPOUIHOCTh BKJIIOUAET OCJIOXKHEHUS, Pa3BUBIIUECS BOKPYT OJHOTO
BEJIyIIEro 3a00JI€BaHUS U CBSI3aHHBIX C HUM MATOTC€HETHYECKUX MEXaHW3MOB, TOT/IA
KaK MyJIbTUMOPOUIHOCTD XapaKTepU3yeTCs OJJTHOBPEMEHHBIM CYIIECTBOBAHUEM JBYX
u 0oJiee XpOHUYECKUX 3a00JieBaHUil O€3 BbIAENICHUS I1aBHOTO, KaXJ0€ U3 KOTOPBIX
HMEEeT CaMOCTOSTENbHOE KIIMHUUECKOE 3HaueHue [ 145].

Pe3ynbraThl Hallero uccieoBaHus MOKa3ald, YTO y NaIllMeHTOB ¢ reModuIuei
«A» MyJIbTUKOMOPOUIHBIM U MYJIbTUMOPOUAHBIA CTATyC OBUT OTATOMIEH, TIO
OTHOUIEHUIO K MalreHTam ¢ reMopuueit «By.

B 3aBucHMOCTH OT ypOBHS MYJITUKOMOPOUTHOCTH MAIlMEHTHI ¢ reMouInueit
OBLIM pa3ziesieHbl HA TpU Tpynnbl: | rpymnma — BeicOKU ypoBeHb, 11 — cpemnmit, 111 —
HU3KUW ypoBeHb KomopOuaHoctu. B Tabmume 4.1 mnpeactaBieHbl YacTOTHI
COITYTCTBYIOIIMX TMATOJIOTHH y TAIMEHTOB ¢ TeMouived Npu CPeTHETIKEIOM
TeueHud ¢ corocrabieHueM [ A (n=291) u I'® B (n=48).

CpaBHUTENBHBIN aHAIN3 MYJIBTUKOMOPOUIHOTO U MYJIBTUMOPOUIHOTO CTaTyca
y TAIMEHTOB C Pa3INYHBIMK (OpMaMH TeMO( NN TTOKa3ajl CYIeCTBEHHBIC OTIHNUUS
B CTPYKTYp€ CONMYTCTBYIOIMMX 3a00eBanuii Mexay I'D A (n=291) u I'® B (n=48) npu
cpeaHeTsKENIOM TeueHuu (Tabnumna 4.1). BaxkHo OTMETHTB, UTO B UCXOHOU TaOJIHIIC
4.1 yacrotel ans Tsokénoro teueHus (I'® A n=115; '® B n=18) He npexncrasieHsl,
MMO3TOMY COINOCTABJICHUE CPEIHETSIKEIOTO U TSKEIOrO0 TEUCHHS MO JAHHBIM 3TOU

Ta0IUIbI HEKOPPEKTHO.
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Taboamnua 4.1. CpaBHuTeIbHBINA aHAMU3 Mexay rpynnamMu ¢ I'®® A u I'® B npu

CPeIHEeTSIZKEI0OM TeYeHU N

ConyrcrBymomee I'® A (cpenanerskénoe), | I'® B (cpeanersukénoe), P
3aboJieBaHMe n=291 n=48
MyJbTHKOMOPOUIHBIE, MATOreHEeTHYECKH CBsi3aHHbIe ¢ ['D
TpeBOKHO-AETTPECCUBHBIIH 291 (100,0%) 45 (93,8%) 0,003
CHHIPOM
MeTabordeCKie HapyIIeHUs 253 (86,9%) 15 (31,2%) <0,001
Octeonopos 249 (85,6%) 11 (22,9%) <0,001
I'emapTpo3 230 (79,0%) 8 (16,7%) <0,001
['emMaToOMBI 224 (77,0%) 7 (14,6%) <0,001
CrioHTaHHBIE KPOBOTCUCHUS 195 (67,0%) 7 (14,6%) <0,001
XpoHuueckas 00J1b 154 (52,9%) 6 (12,5%) <0,001
Iemo¢unndeckast 154 (52,9%) 11 (22,9%) <0,001
HeponaTus
Kaparomuonarust 146 (50,2%) 5 (10,4%) <0,001
KenynouHno-kuiieyHbie 137 (47,1%) 3 (6,2%) <0,001
KPOBOTEUEHHSI
BuyTtpudepenubie 18 (6,2%) 0 (0,0%) 0,088
reMopparuu
MyJabTHMOPOH/IHDBIE, MATOreHETHYECKH He CBsi3aHHbIe ¢ T'D
XPOHUYECKUH XOJICIIUCTUT 243 (83,5%) 17 (35,4%) <0,001
XpOHUYECKHUI MTAHKPEATUT 243 (83,5%) 15 (31,2%) <0,001
ApTrepuanpHasi THIEPTESH3HS 127 (43,6%) 15 (31,2%) 0,117
NBC 125 (43,0%) 10 (20,8%) 0,004
CaxapHblii 1uabder 23 (7,9%) 5 (10,4%) 0,571

[Tpumeuanue: p — CTaTUCTHYECKAs] 3HAUUMOCTb Pa3IM4Msl YAaCTOThl COMYTCTBYIOIIMX 3a00JI€BaHUIN
MEXIy IpynnamM (10 KPUTEPHUIO ¥2; MPU OXKHUAAEMBIX 3HAYEHHUAX <5 — MO TOYHOMY KPHUTEPHUIO
®uiepa)

Cpenyu MyJIBTHKOMOPOWIHBIX ITATOJIOTHM, TATOI€HETHYECKH CBSI3aHHBIX C

remobunueir, nmpu ['d A 1o cpaBHeHuto ¢ ['®@ B wyame perucTpupoBaIucCh
MeTtabonmyeckue HapymeHus (253 u3 291 (86,9%) mpotus 15u3 48 (31,2%); p<0,001),
octeonopo3s (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), rematomsl (224 u3 291 (77,0%)
npotuB 7 u3 48 (14,6%); p<0,001), ciontannusie kpoBoTeueHus (195 uz 291 (67,0%)
npotuB 7/48 (14,6%); p<0,001), xponuueckast 601b (154 u3 291 (52,9%) npotus 6 u3
48 (12,5%); p<0,001), remopunuueckas Hedpponarus (154 u3 291 (52,9%) npotus 11
u3 48 (22,9%); p<0,001), xapauomuonarus (146 u3z 291 (50,2%) npotus 5 u3 48
(10,4%); p<0,001) u >xemymouyHo-KuIIeuHble KpoBoreueHus: (137 uz 291 (47,1%)
npotuB 3 wu3 48 (6,2%); p<0,001). TpeBOXKHO-ACOPECCUBHBIA CHUHAPOM

peructpupoaics y 291 u3 291 (100,0%) npu I'd A u'y 45 u3 48 (93,8%) npu I'® B
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(p=0,003). BuyTpuuepenHsie remopparuu BcTpedasnch y 18 uz 291 (6,2%) nauueHTos
c '® A u ne peructpupoBanuck npu ['® B (0 u3z 48 (0,0%)); paznuuus HEe TOCTUTIIH
cratuctuueckot 3naunmoctu (p=0,088).

Cpenn MynbTUMOPOUIHBIX MATOJIOTHM, MATOT€HETHYECKH HE CBS3aHHBIX C
remouiueit, npu '@ A yaie oTmMeyanuch XpoHUYECKUH XoneuuctuT (243 uz 291
(83,5%) mpotuB 17 u3 48 (35,4%); p<0,001) u xpoHnueckuii mankpeatut (243 u3 291
(83,5%) mpotuB 15 u3 48 (31,2%); p<0,001), a taxxe MBC (125 u3 291 (43,0%)
npotuB 10 u3 48 (20,8%); p=0,004). [Ins apTepraibHON TMHEPTEH3UU U CaAXapHOTO
nuabeTa 3HAYMMBIX pa3nuanid He orydeHo (p=0,117 u p=0,571 coOTBETCTBEHHO).

Takum oOpaszom, mpu cpeaHeTsHKENoOM TeueHuu remodwinu (tadnuna 4.1) y
nanueHToB ¢ '@ A mno cpaBHeHuto ¢ I'® B ormeuaercsa Oonee BbICOKash 4acTOTa
OOJBIIMHCTBA MYJIBTUKOMOPOUHBIX IATOJOTUM, MAaTOT€HETUYECKH CBS3aHHBIX C
3a00yieBaHUEM, a TakXKe psfa MYJbTUMOPOMIIHBIX IATOJOTUM, HE CBS3aHHBIX C
reMorneii (B 4aCTHOCTH, XPOHHYECKOTO XOJICIUCTUTA, XPOHUIECKOTO MMAHKPEaTHTa
u UBC).

Tabmuua 4.2 oTpaxaeT CpaBHHUTENbHBIA aHaJIU3 MYJbTUKOMOPOHMIIHOTO U
MYyJIBTEMOPOUIHOTO CTaTyca y JETCKOTr0 KOHTHMHTEeHTa ¢ remodunueit (n=312) B
3aBUCUMOCTH OT (popMbl 3a60seBanus — '@ A u '@ B — u crenenu TsHokeCTH TEUSHUS
(cpenHeTsKENOE U TSHKENOE).

K MyJbTMKOMOPOMIHBIM MNATOJOTMSAM, MATOM€HETUYECKU CBSI3aHHBIM C
reMouiIiei, OTHOCITCS TeMapTpPO3, KOTOPBIM BBISIBICH Y BCEX JETEH C THKEMOM
dopmoii 'D A (100%) u y 3HAUATENTHHON YacTH JIETEH CO CpeaHeTsHKENOoN (hopMon
[ A (66,4%), Torna xak y nereit ¢ ['®-B cpemnersxénonr popmbel remapTpos
BcTpeyascs B 47,0% ciydaes.

YacToTa remaToM M COHTAHHBIX KPOBOTCUCHUHN 3HAUYUTEIBHO BBIIIE Y JIETEH C
TspKENON hopmoi reModuIuu: reMaTomMsl — 10 82,3%, CIOHTaHHBIE KPOBOTECUCHUS —
77,0%, xpoHundeckasi 00jb U TeMOopUINUecKas HepponaTHs TakKe MPeoOIasalT y
TsOKENBIX  (GopM: XpoHHMUeckas ©Oomb — 75,2%, Hedpomatus — 68,1%.
[TocTremopparnueckue aHeMUHU Yalle BCTpeuanuch npu Tsxénoi popme (64,0%) mo

CPaBHEHHMIO CO CpeaHeTsKENON Ppopmoii (okomo 52,0%).
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CrnenoBaTenbHO, MYJIBTUKOMOPOHUIHBIE COCTOSIHUS, HAIMPSMYIO CBSI3aHHBIE C
remModuiivel, MNPOSBISIOTCS 3HAYUTEIBLHO dYalle y Jaeredl ¢ Tsokénot dopmoit
3a00JIeBaHMsl, YTO OTPa)KaeT Iporpeccupyouiee Bo3aencTeue aeduuura GaxkTopos
CBEPTHIBAHMS HA OPTaHbl U CYyCTaBBbI.

K MyabTUMOpPOMIAHBIM MATOJOTHAM, MATOT€HETUYECKH HE CBSI3AHHBIM €
remouiMei, B HCCIEAYEMOM KOIrOPTE€ OTHOCWIIUCH XPOHUYECKUU TaCTpUT,
XPOHUYECKUN MAHKPEATUT, XPOHUUECKUIN MTUETOHEe(PPUT, paxuT, caXapHbIil 1uabeT u
runotupeo3 (tadnuna 4.2). BaxxHo ormeTuTh, uTo 3HadeHus 75,5% u 71,4% nns
XPOHUYECKOTO TaCTPUTA U XPOHUUECKOTO MMaHKpeaTuTa oTHOCATCS K rpynie ' d B npu
cpenuetrskénom TeueHuu (37/49 u 35/49 cooTBETCTBEHHO), a HE K TsDKENON dopme.

Tabmuua 4.2, CpaBHUTEJBHBIH  aHAJIW3  MYJbTHKOMOPOMIHOIO U
MYJbTHMOPOMAHOIO CTaTyca Yy /[AeTCKOr0 KOHTHHIEHTa ¢ reModuiaueii B

3aBHCHMMOCTH OT (popMblI 3200/1eBaHus (n=312)

ConyrcTBYIO1IIEE ro A IroB p(Au| I'dA p (A:
3a00JieBaHue CpeIHeTsKEN0e | cpeaHeTsKéIoe B) TSAKET0€ | CPeTHeTsIK.
(n=98) (n=49) (n=113) | u TAKENL)
['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%)
CrHoHTaHHBIE 73 (74,5%) 15 (30,6%) <0,001 87 0,748
KPOBOTCUCHHSI (77,0%)
XpoHudeckas 60JIb 73 (74,5%) 7 (14,3%) <0,001 85 1,000
(75,2%)
I'emodunaeckas 53 (54,1%) 11 (22,4%) <0,001 77 0,047
HedpomaTus (68,1%)
XpoHuueckas 51 (52,0%) 5 (10,2%) <0,001 73 0,070
[OCTreMOpparHyecKas (64,6%)
aHEMHUSI
XpOHUYECKUH TaCTPUT 49 (50,0%) 37 (75,5%) 0,004 67 0,212
(59,3%)
XpoHuueckuit 47 (48,0%) 35 (71,4%) 0,008 65 0,170
MaHKPEATHUT (57,5%)
XpoHHYECKUI 19 (19,4%) 33 (67,3%) <0,001 57 <0,001
UeTIOHeHPUT (50,4%)
Paxut 18 (18,4%) 19 (38,8%) 0,009 29 0,246
(25,7%)
CaxapHblii 1uabeT 15 (15,3%) 3 (6,1%) 0,180 | 7 (6,2%) 0,041
I'umorepros 7 (7,1%) 3 (6,1%) 1,000 | 5 (4,4%) 0,553

[Ipumeuanue: p — cTaTHCTUYECKAsh 3HAYMMOCTD Pa3JIHUKsl YaCTOThI COMYTCTBYIOIINX 3a00JCBaHUIl MEXIY IpyIIamMu
(M0 KpUTEPHIO ¥2; IPH 0KMIAEMBIX 3HAYEHUSX <5 — 10 TOYHOMY KpuTepuio Duiepa)
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[Ipu cpaBHEHHH CPEeTHETSKENOTO U TsHKENOro teueHust BHyTpu ['d A (n=98 u
n=113) gactora xponuuyeckoro ractputa cocrabmwia 49 u3 98 (50,0%) u 67 uz 113
(59,3%), xponuueckoro nankpeatura — 47 u3 98 (48,0%) u 65 uz 113 (57,5%), npu
TOM CTATUCTUYECKH 3HAYMMBIX pa3iuuuii He BbIsABIEHO (p>0,05). XpoHuueckuii
nuenoHedput npu TspkEnoM teuennu ['d A Berpeuancs yvanie (57 u3 113 (50,4%) no
CpaBHEHHIO cO cpemHeTsikEnbiM TedeHueM (19 u3z 98 (19,4%); p<0,001). Paxur
3apeructpupoBaH y 29 u3z 113 (25,7%) npu Tsxénom teuenuu u'y 18 u3 98 (18,4%)
pu cpeaHeTsKENOM TeueHuu (p=0,246).

Caxapsplii AuabeT W TUIOTUPEO3 BCTPEUYAIHCh OTHOCHUTEIBHO PEIKO: TPH
TsokénoM TeueHuu ['d A — 7 u3 113 (6,2%) u 5 u3 113 (4,4%) cOOTBETCTBEHHO; TIPU
cpeaneTsikenom TeueHun ['d A — 15 u3 98 (15,3%) u 7 u3 98 (7,1%).

Takum oOpaszom, 1Mo AaHHBIM TaOIHIBI 4.2 TxKENOE TedyeHue reMopunuu A y
neteit (n=113) compoBoXk/1aeTcsd BBICOKOW YAaCTOTOW MATOJOTUM, MAaTOr€HETHYECKH
CBs3aHHBIX ¢ remodunueit. ['emaptpo3 peructpupoBaics y 113 u3 113 (100,0%),
remMatoMbl —y 93 u3 113 (82,3%), cnontandbie kpoBoteueHus —y 87 uz 113 (77,0%),
xpoHuueckas 0osb —y 85 u3 113 (75,2%), remodunuueckas nedpponatus —y 77 u3
113 (68,1%), xpoHuueckas nocrreMopparuueckas anemusi —y 73 u3 113 (64,6%).

Cpean MyIbTUMOPOMIHBIX MATOJNOTHUM, HE CBSI3aHHBIX C TeModuiuen, mnpu
CpPaBHCHUU CPEAHETSDKENIOTO W THKEIOro TEYeHHWS BHYTpH reModmiun A
CTAaTUCTHYECKH 3HAYMMOE YBEIUYCHHUE BBISIBICHO JJISI XPOHUYECKOTO MUEIoHePpUTa
(19 u3 98 (19,4%) npotus 57 u3 113 (50,4%); p<0,001). 1y1st XpOHUYECKOTO racTpUTa
U XPOHWYECKOTO IMAHKPEATHTA PA3IMUUS MEXKIYy CPETHETSHKETBIM U TOKETBIM
TEUEHHEM TreMO(PHINU A HE JOCTUTAIM CTaTUCTHYECKOM 3HaunMoct (p>0,05).

[Ipu cpemHeTsHKETOM TEUYCHWHM pa3inuuus Mexay (opmamu reModuauu
BBEIPKAIUCh B TOM, YTO MATOTCHETHYCCKU CBSI3aHHBIC C TeMOQHUINCH OCIOKHCHUS
(reMapTpo3, reMaTOMBbI, CHOHTAHHBIE KPOBOTEUEHU S, XpOHUYECKas 001b, HedponaTus,
aHEeMUs) Yalle PEerucTpUpoBaIUCh NpU reMopunuu A, yeM npu remodpunuu B
(p<0,001). OnaHOBpEeMEHHO PsSAJ MYJIbTUMOPOHUIHBIX COCTOSHHH (XPOHHUYECCKUM
racTpUT, XPOHUYECKUH TaHKPEATUT, XPOHHUYCCKUN NHEIOHEMPHUT, pPaxuT) dalre

BBISBJISUICS Y JieTer ¢ remoduueit B npu cpennerskénom teuenuu (p<0,05).
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Onucanue cayyasi U3 KIMHUYECKOI NPAKTHKH

[Taunentka B., 71 roa, moctynuia B reMarojoruueckoe otaeinenue ['Y
HMIIPT «Iudobaxmm r. Jlymanbe c¢ xamobamMu Ha KPOBOTOUHMBOCTH M3 JECEH,
HEJIOMOTaHue, OOIIyl0 Cci1abocTh, TOJOBHBIE 00U, cep/ledrueHne, OOIUPHBIE
reMOpparnyecKue BhICHIMAHUS Ha KOXKE )KUBOTA, IIepeHEN TOBEPXHOCTH O&NEep, pyK U
Hor. Co cIoB, SIKOOBI, FeMOPpPAaru4ecKre BHICHITAHUS MOSBWIKCH MOCIE MOJIYyYeHHON
TpaBMmbl. [laruenTka oTpuiiana npuéM aHTUKOATYJITHTHBIX MIpenapaToB (BapdapuH) u
KOHTAKT C SIIOXUMUKATaMHU.

W3 aHamHe3a KU3HM YCTAHOBJIEHO, 4YTO TMAalMEHTKA paHee MpPOXOoniia
oOcie0BaHKe U JIEYeHUE B reMaroiorndeckom nentpe Poccuiickoit denepanuu.

OOBEKTUBHOE HCCIIEOBAHUE: OTMEUAETCs OJETHOCTh KOXH U CIHU3UCTBIX
o0osouek, nepudepruyeckue TUMGOY3Ibl HE TATBIUPYIOTCS YBEIMUCHHBIMHU.

Ha koxe xuBoTa, epeHel moBepxXHOCTH OE1ep, PyK U HOT BUIHBI OOLIUPHBIE
reMOpPpParnyeCcKUe BbICHIIIAHUS.

O6nacTh rpyaHOM KiIeTku He u3MeHeHa. Y1 — 17. I'panuiipl 1ErKuX B mpeaenax
HOPMBI. AYCKYJIbTaTUBHO BBICTYIIIMBAETCS BE3UKYISIPHOE IbIXaHUE.

Cor — obnacth cepana 6€3 U3MEHEHUM, IPAHUIILI CEpALla B Mpejiesiax HOPMBI.
AYCKYJIbTaTUBHO ONPEACISIIOTCS MNPUTIYHIEHHBIE, PUTMUYHBIE TOHBI CEp/la.
AprepuansHoe naBiieHue coctaBiser 115/75 mm pt. cT. Ileuenp u cenezéHka Oe3
yBenuueHus. B o6nactu nouek usmenenui He ormeuaetcsi. Cumnrom IlactepHaiikoro
MTOJIOKUTEIICH C 00EHUX CTOPOH.

B remorpamme oOHapykeHa THIIOXpOMHasi aHeMusi (puUTpouutbl — 2,27 X
10'2/n, remornobun — 75 r/n, CO3 — 53 mm/4, npourie 37AeMEHThl (PopMyJibl 0e3
OTKJIOHEHUI. B aHanm3e MouM BBISBIEHO: yAENIbHbINA Bec cHUkeH 10 1007, 6enok 1o
1,65 r/n, npucyTCcTBYyeT JeHKOUUTYpUst — 25-35 B moJie 3peHus, sputporutypus 10-15
B I10JI€ 3PECHHUSI.

B koarysiorpamme BoisiBiacHO: yanuneHue AUTB — 49 (23-46) c.

B Ouoxumuyeckom aHajau3e KpoBH OOHAPY>KEHO MOBBIIICHUE YPOBHS TIIFOKO3bI
(9,8 MMOIB/TT).

dakropel cBéprhiBanus kpoBu: VIII — 3% (50-200%). Murubutop dakropa
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VIII - 8,0 BE.

CnenoBartenbHO, OOHapykeHO pe3koe cHuxkeHue yposHs VIII dakropa.

Ha VY3U nouek Busyanusupyertcst npuszHaku Hedpomeranuu. KommbrorepHas
TOMOrpadusi OpraHoB TPYJHOW KIETKA W OPIOIIHON TOJIOCTU: OOHAPY>KEHbI
HEYTOYHEHHBIE MMPOSBIEHUS aJ€HOKAPIIMHOMBI ITPABOM MOYKH.

Co croponst OKI' maronornyeckux M3MEHEHHU HE BBISBIICHO.

[IpenBapuTenbHO  yCTAHOBJIEH JWArHo3: NOpHOOpeTéHHas TeMo(uiIns.
OcnoxxHeHus: ITOBTOPSAIOLIUANCS reMOopparu4ecKum CUHIPOM, JErKas
MOCTreMOpparnyecKasi aHeMHUsl.

ComyTcTByromiasi marojorusi: caxapueii nuaber Il Twuma B cragum
cyOKOMITeHCAINH. AJIGHOKapIIMHOMA TPABOM MOYKH?

KilMHM4eCKHX MpOSABICHUM NEYEHOYHO-TIOYEYHOM HEJOCTATOYHOCTH HE
BBISIBJICHO.

[TanmenTka momyyana TpaHcy3us CBEKE3aMOPOKEHHOW IIa3Mbl, 3pmaccy,
MeT(HOPMUH, AHTUMHTUOUTOPHBIN KOMIUIEKC U CUMIITOMATHYECKYIO TEPATHIO.

HecMoTpst Ha NPOBEAEHHYIO TEPANMIO, MOJHOE BOCCTAHOBJIEHUE KIMHUKO-
71a060paTOPHBIX MOKa3aTelield He 0TMEYaIOCh.

Takum oOpa3om, cHmxeHue ¢akropa VIII u mosBieHwe ero MHrUOUTOPA,
HAJIMYUE FeMOPParuueckoro CHHIpOMa, OTCYTCTBUE reMapTpo3a U 00JIe3Hb Pa3BUIIACh
B O0Jiee MPEKJIOHHOM BO3pacTe Ha (hOHE COMYyTCTBYIOUIMX MATOJIOTHM (AyTOUMMYHHBIE
Y 3JI0KaY€CTBEHHBIE 3a00JI€BaHNs, XPOHUYECKH MTPOTEKAIOIIUE 3a00JI€BaHMs) TOBOPAT
B I10JIB3Y NMPUOOPETEHHON TeMODUITUH.

He ocBenomnéHHocTh Bpaded  J11000H  CHENUANIBHOCTH  (TEpameBTHI,
T'MHEKOJIOTH, XUPYPTy, OHKOJIOTH U T.[I.) O Pa3BUTUHU NPUOOPETEHHON reMOpuINy pu
ayTOMMMYHHBIX U 3JIOKQYECTBEHHBIX MATOJOTHSIX TNPUBOAUT K 3a0JIyKIEHUIO U
HEMpaBUIbHOM TPAKTOBKH MAaTOT€HETUYECKUX OCHOB OOJIE3HH.

Jpyro KIMHMYECKHH Cjay4Yaldl W3 NPaAKTUKH: mnanueHtka P., 69 er,
x)uTenbHUIA Pygakunckoro paiiona. M3 anamnesis morbi U3BECTHO, YTO B TECUCHHE
MOCJIEIHUX TPEX MecsleB €€ OeCNOKOMIM MAaTOYHbIE KPOBOTEUEHHMs, OOJIM BHU3Y

KUBOTAa M TOSICHUYHON OOJACTH, COMPOBOXAAIOIINECS TOJOBOKPYXEHHEM, OOIIei
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c1a0O0CThIO, a TAKXKE MOSBICHUEM T€MOPPArnYeCKUX BBICHITIAHUN Ha KOXKE TIEpeIHen
MOBEPXHOCTH KUBOTA U OEAED.

OOGpaTtunach K THHEKOJIOTY M CEMEMHOMY Bpady, MPOBEICHO KOMILJIEKCHOE
oOcjeoBaHME TMAlUEHTKU. 3aKIIOYE€HHEe OCMOTpa THHEKOJIOTa: XPOHWYECKUN
MeTpodHaoMeTpuT. Ha Y3U maTku — kapTHHA XPOHUYECKOTO METPOIHIOMETPUTA.

Ha MPT no3BOHOYHHKA: BBISBJIEHBI MPU3HAKA OCTEOXOHJPO3a IMOSACHUYHO-
KpecTioBOoro otaena. JleueHne Ha amOynaTOpHOM OJTame: THHEKOJIOroM Oblia
Ha3Ha4YeHa aHTUOaKTepUaIbHas Teparnusl, MPOTUBOBOCIIAJIUTEIbHbBIC u
KpOBOOCTaHaBJIMBaOIIMEe Tmpenapatel. JlanbHeimee TeueHue: coycts 15 naHen
COCTOSIHUE MAIMEHTKU yXYIIIUIOCh — YCHWIMJIUCh MaTOYHBbIE KPOBOTEUEHUSI U 00JIH
BHM3Y KMBOTA, MOBBICHJIACH TeMIieparypa tena 10 38,5°C, HapacTanu o01iast c1adocThb
Y TOJIOBOKPYKEHHUS.

OOBEKTUBHO: KOXa W CIM3UCTBIE 00o0yiouku Osennble. llepudepruueckue
auMdaTHUecKue y3J7bl He yBenuueHbl. Ha mepenHeit moBepXHOCTH KUBOTA U OEmEp
OTMEYAI0TCsI FEMOPPAru4eCcKre BhICHIITAHUS pa3MepoM 110 3,5 X 5 cM.

Opranbl JpIXaHWs: TpyJaHas KIE€TKAa M TpaHULBl JIETKUX 0€3 H3MEHEHU.
AYCKYJIbTaTUBHO — BE3UKYJISIPHOE JIBIXaHUE, YACTOTAa JbIXaTEIbHbIX IBHKEHUN — 17 B
MUHYTY.

CepaieuHo-cocyIucTasi CUCTEMa: TPaHUIIBI Cep/lia B Mpejiesiax HOPMbI, TOHBI
cepaua sicueie, putMudHble. OTMeuaetcs Taxukapaus (120 ya./mMuH). AprepuanbHoe
naByieHre cHuxkeHo — 90/60 Mm pr. CT.

MoueBbLIeIUTENbHAA CUCTEMA: 00JIACTh MOYEK 0€3 OCOOEHHOCTEH, CUMIITOM
[TacTepHAIIKOTO TONOXKHUTEIBHBIM ¢ 00€MX CTOPOH. ModencmyckaHue CBOOOHOE,
0e300J1e3HEHHOE.

KuBot: wMsarkuii, Oosie3HeHHBIM BHM3Y, cuMmnToMm I[l[érkuna-biatombepra
oTrpularenbHblil. [leueHs u cenezénka He nanbnupyroTcsa. CTy peryiaspHbIil.

I'emorpamma: sputporutsl — 2 100 000; remoriodun — 55,0 r/71; TPOMOOIIUTHI —
189 000; nevikorutel — 15 000; 303uHOGUIBI — 2%); HeTpoduiIsl — 30%; TUMEOOITUTHI
— 38%; monouTHI — 5%; COD — 35 MMm/4.

B oOmem ananm3e MouYM BBISBIICHO CHIDKGHHE ynaenbHOTO Beca a0 1007,
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nporeunypus — 1,65, makporematypust — 3puTpouuTsl 10 80-100 B moJsie 3peHus.

B Onoxummuveckux aHanm3ax KPOBH: MOYEBHHA — 7,7 MMOJIB/JI, KPEATUHUH —
153 MKMOJIB/11, TIIFOKO3a KPOBH — 5,6 MMOJIB/JI.

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

YpoBeHb (akTopa cBéprhiBaHus ObLT pe3ko cHmkeH — VI — 7% (50-200%).
WNurudurop ¢pakropa VIII — 7,0 BE.

Ha Y3U nouek oOHapyxena kaptuHa Heppomeranuu. KT opranoB rpynHoi
KJIETKH W OpIOMIHON TMOJOCTH: KapTUHA HEPPOMETaINH C TPOSBICHUSIMH
runporedposa I crenenu.

[TarmenTKa ObLTa OCMOTPEHA THHEKOJIOTOM, He(ppOIOTOM, TeMaTOJIOTOM.

boin BBICTaBJICH JTUArHO3! XPOHUYECKUN METPOIHIOMETPHT.
IToctremopparnueckasi aHeMusi TSKEION CTEIIEHMU.

[Tpuob6perénnas remoduims, remodpunndeckas HedpomnaTusi.

Takum 00pa3oM, OMUCAHHBINA Cly4ail MOAYEPKUBAET BO3MOXKHOCTb Pa3BUTHS
npuoOpeTéHHOM reMominK Ha (HoHe XpoHWUECKuX 3aborneBanuil. CBOEBpEeMEHHas
JTUATHOCTHKA B COUYETAHUU C MPABUIILHO IMOJ00paHHOM TEpamuei Mo3BoJIsIeT H30eKaTh
TPO3HBIX OCJIOKHEHUH ¥ BOCCTAHOBUTH KJIMHUYECKHE, TE€MATOJOTHYECKUE W
PEHTI€HOJIOTUYECKUE MTOKA3ATEIH.

4.2. Kiununko-remarosioruyeckue U Ixorpadpuyeckue 0CO0EHHOCTH

remoguanyeckoi HegpponaTuu

B paborax HEKOTOpPBIX OTEYECTBEHHBIX WU 3apyOeKHBIX HCCieaoBaTene
ykazaHo, 4to y 30% OoyibHBIX TeMO(QUINEN BCTPEYAIOTCS XPOHUYECKHM

KaJIbKYJIE3HBIN MTUETOHePPUT, TOYeYHasE HeJIOCTaTOYHOCTh, TupoHedpo3 [130].

Hamu pesynbTaThl HcciieioBaHus MOKa3aiu, yTo reModuinyeckas HepponaTus
pa3BHUBajach B OCHOBHOM Ipu Tsk€moM TedeHne ['® «A» u «B» u npu
IPOrpeECCUPOBAHNHU 3a00seBaHus XapakTepru3oBaiach HapyIICHUEM
reMOKOAryJISIIIUOHHBIX MOKa3aTese.

VY nanuenToB ¢ '@ A u I'® B ObuiM BBISBICHBI KalbKyJIE3HBIN TUEIOHEDPUT
(67,0% u 35,0%), nmouyeunass HempocrtarodHocTh (63,0% u 29,0%) u rugponedpos
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(35,0% u 19,0%). ITarueHTHI IPEBABIISIIN JKAJIOOBI HA 0OJIM B MOSICHUYHOM 00J1acTH
(95,0% u 56,0%), noxynanue (97,0% u 48,0%), onuroanyputo (91,0% u 47,0%),
MOBBIIIEHUE apTepuanbHoro aasieHus (85,0% u 39,0%), auzyputo (96,0% u 55,0%),
KkpoBoTeueHus u3 Hoca (89,0% u 49,0%) u néceun (77,0% u 37,0%), remopparnyeckue
BbIchInianus (65,0% u 34,0%), nuapeto (89,6% u 30,0%), Tomnoty (79,0% u 27,0%),
pBoty (57,0% u 23,0%), connuBocts (53,0% u 21,0%) (pucyHok 4.1).
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Pucynok 4.1. OcHoOBHble KJIMHHYECKHE TPOSIBJEHUSA TreMOPUINIeCcKOi

HedponaTuu
[TanbmatopHO yBEIUYEHUE MOYEK BBIABISIIOCH ¥ 52,9% nauueHtoBc [ Any

22,9% mnanuentoB ¢ ['d B. T'emodunuyeckas HedpomnaTusi COMPOBOKAAIACH
YCTOWYHMBOM MNPOTEUHYPUEH, UWIWHAPYPUEH W MaKpOreMaTypueu, a TakKkKe
MOBBITIICHUEM ypoBHs KpeatuHuHa: pu ['d A 305,0 [280,0-330,0] mxmous/m, ipu ['d
B 173,0 [150,7-195,3] mxmounb/i1. CK® Oblia cHukeHa ouTH B 2 pasa: ipu ['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 nipu I'® B. Ilo
JTAHHBIM dxorpaduu aepopMalus YaleyHO-JIOXaHOYHOM CHUCTEMbI M YTOJIICHHUE
MOYEYHOU apEHXUMBI BBISBISLIIUCE Y 97,0% nannentoB ¢ ['D A n'y 45,0% nauneHToB
cl'® B.

Takum ob6pazoMm, remodunnyeckas HepponaTusi y HMaMEHTOB ¢ reMOpUIHEiH
pa3BUBACTCS TIPW CHIDKCHUHM YPOBHS (PAaKTOPOB CBEPTHIBAHUS, MPOTPECCUPOBAHHUH

MMOYCUHOM HCOOCTATOYHOCTH M IIOBBIICHHHN CTCIICHH IIOPAXKCHUA rokasarejei
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remoctaza. K Haumbosiee dYacTo BCTpPEHAOIMIMMCS KIMHUYECKUM TIPOSBICHUSIM
remouinyecko HeponaTUu OTHOCITCS: OOJIM B TOSICHUYHOM 00J1acTH, MMOXYAaHUE,
OJINTOAHYpPHUsi, TOBBIINICHUE APTEPUAIBHOTO JaBICHUS, TU3YpUsl, KPOBOTCUCHUS W3
HOCa U JIECEH, TeMOPPAarun4ecKre BBICHITIAHNUS, TUapesi, TOITHOTA, PBOTA, COHIUBOCTb,
HeppoMeranus, ycToWuMBas NPOTEHUHYPHS, MWIMHAPYPHUS, MaKporeMarypus U
JIOCTOBEPHOE YBEIMUYECHUE YPOBHS KpeaTuHrHa U cHuKeHne CKO.

Ciayyaii m3 KIMHMYECKOW NpakTuku. bonbHoU A., 27 ner, mocTynui B
rematosniornyeckoe otaenenue ['Y HMIIPT «llludobaxm» ¢ xanodbamu Ha
BBIPAKECHHYIO C1a00CTh, KPOBOTEYEHWS] M3 HOCAa H JECEH, TOJIOBHYIO O0Jb,
rOJIOBOKPY>KEHHUE, cepilieOMeHune, OJIbINIKY, O0JIU B IEBOM KOJIEHHOM CYCTaBe.

Anamnesis morbi. C nercrBa ctpamaer remoduiuet A. CocTtoutr Ha
JUCTIAHCEPHOM YYETE y TeMaroJora.

[Ipu moctymnienuu B crainrioHap ypoBenb Hb B kpoBu coctamisun 63 r/1, npu
BBITIUCKE — 95 T/11.

[Tocnegnee yXyauieHUE COCTOSIHUS CBSI3BIBAET C MEPEHECEHHBIM TPUIIIIOM.
[lepnonuecku BO3HUKAIN HOCOBBIE KPOBOTEUEHMSI, 0OJIU B JIEBOM KOJIEHHOM CYCTABE.
K remaronory He oOpamancs, caMOBOJIbHO BBOAMI KoHIeHTpar VIII dakropa
CBEPTHIBaHMS MO 2-3 ThIC. 1. B CyTKkHu. [locTeneHHO HapacTalia oAbIlIKa U 00BEM
BBIICNIAIEMOM KPOBM U3 HOCA, MNPUCOEAUMHWINCH MPOrpeccCUpyromias cliaboCTh,
cepamneoueHue.

B cBs3u ¢ yxXynAmieHWeM COCTOSIHMSI TMAalMeHT ObUI TOCHUTAIU3UpPOBAH B
reMaToJOrNYECKOE OT/IETICHUE.

Anamnesis vitae. B rTomoBajom Bo3pacTe BIEPBBIE Pa3BHIOCH HOCOBOE
KPOBOTEUEHHE IMOCie MajeHus co cTysa. KpoBoTeueHHne MpoaomKaloch OKOJIO 3
cyTok. bpuin Ha3HayeHbl TpaHC(Py3UHM KpPUOMpPEUUNUTATA U AHTUTEMODUIHHOU
m1a3Mbl. Bce BHyTpUMBIIIEYHbIE MHBEKIIMKA ObUTH OTMEHEHBI.

B 15-netHemM Bo3pacte HaOmOAaICs MAaCCHBHBIA OCTPaBMAaTHYECKUI
reMapTpo3 JIEBOIO0 KOJEHHOTO CyCTaBa M MEKMBIIIEYHbIE TE€MaTOMbI JIOKTEBOTO

CyCTaBa, C MOCJIEAYIOIUM Pa3BUTHEM CTUOATENbHOU KOHTPAKTYPBHI.
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CocrosiHMEe TIpU TOCTYIUIEHUHM CpeaHell TskecT. Koka M UBET KOXKHBIX
MOKPOBOB OJIEIHbIE, TYProp KOXXH CHHMKEH, SI3bIK 00JIOKEH OeloBaThIM HaJETOM.
OtékoB HeT. JIumbaTtruueckue y3ibl He TaTbIUPYIOTCS.

N3-3a remapTpo3a 00BEM JIEBOTO KOJEHHOTO CyCTaBa ObUT YBEJIHYEH U
HaO0JII0/1a]Ti OTPAaHUYCHUE JIBUKEHUS B HUX.

OO6nacte TPyAHOU KJIETKH O€3 MaTOJIOTHYECKUX W3MEHEHUH, Malb[aTOPHO
0e3001e3HeHHBIN. YacToTa AbIXaTeabHbBIX IBMKeHUN — 17 B MuHyTy. I paHuIibl TETKuX
B MpeJieNiax HOPMbI, AyCKYJIbTaTUBHO OMpPEAEISIETCS BE3UKYIIsIpHOE AbixaHue. Cepaiie
0€3 MaToNOTMYECKUX W3MEHEHWH, €ro TPaHWIBl HE paciUpeHbl. TOHBI SICHBIC,
putmuunble. YCC u mynbsc — o 115 B MunyTy. Aprepuansroe nasienue — 110/80 mm
pT. cT. JKMBOT MSATKWii, IpU majgbrnanuu 0e300JI€3HEHHBIN, IEYEHb U CENe3EHKA He
nansnupytorcs. Cumntom [lactepHankoro otpuuarenbHbii. Mouencnyckanue
cB0OOIHOE, Oe300me3HenHoe. CTyn perynsapHbii. [ 'eMorpamma: reMorinoOun — 57 /1,
spurpountel — 2,87x10'%/n, mBeroBoii mokazarenb — 0,59, remaroxkpur — 17%,
neiikomutsl  — 4,9x10%/n, TpomGoumtel — 359x10°/n, o3uHOGMIBI 3%,
nanoukosiiepHsie 3%, cermenrosaepubie 63%, 0azodunasl 1%, mumdonuter 35%,
MOHOIUTHEI 5%, COD 25 mM/4.

OOmuit aHanu3 MoOYH: yACHbHBIM Bec Moum cHibkeH (1007), mporeuHypus
(1,65%), makporeMatypusi, HAITUHTYPHUSL.

buoxumuaeckuii anaau3 KpoBu: oo0muii 6eok 73,0 r/1, MoueBrUHA 7,3 MMOJIB/JI,

KpEeaTUHUH 139, rmoko3a 5,6 Mmoab/a, keae3o 7,2 MKMOJB/I,
amaanHamMuHOTpancdepaza 15,0 EJl/n, acmaprar-amunorpanchepaza 20,5 EJl/m.
Antutena k BUY, k Bupycy renaturta C, peakuusi Baccepmana orpunarensnas. IKI
put™ cunycoBblil, HCC 115 B 1 MuH, OCb cep/illa HE OTKJIIOHEHA.
Ha V3U mnouek HaGmomaetcs ruaponedpo3 Il cremeHw mnpaBoi MOYKH.
[TaniueHT MPOKOHCYIBTUPOBAH TEMATOJIOTOM: TeMO(pUIUs TUTIA A CpeIHEN TIKECTH.
Huarnos. I'emodunus tuma A cpemaHeit creneHu TsokecTH. OCIOXKHEHHUS:

reMapTpo3 JICBOIro KOJICHHOI'O CyCTaBa U KPOBOTCUYCHHC U3 HOCA U JIECCH.

I'emodunnueckas nepponarus. ['uaponedpos I crenenu.
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[IpoBomunock neuenue: Qakrop cBEpThiBanus KpoBu — VIII, mepennBanue
APUTPOLIUTAPHON MAcChl U BHYTPUBEHHOE BBEJCHUE KPUOMPEIUIIUTATA, MPENapaThl
KeJe3a, aMUHOKAIPOHOBasl KUCOTa U BUTamuH K.

[locne mnpoBenéHHON Tepanmuu OTMEYANOCh KIWHUKO-TA0OpaTOpHOE U
PEHTIEHOJIOTHYECKOE yJIydllieHue. bBJIeMHOCTh KOXH U CIM3UCTBIX 000JIOYEK
yMeHbIIMIIach. B remorpamme: remornooun 73 /i1, sputponutsl 3,39 x 1012/m,
1BeTOBOM nmokaszareinb 0,59; rematokpur 17%, neikorutsl — 8,9 x 109/1, TpoMOOITATHI
225 x 109/n, manoukosimepubie 3%, cermentosiepHbie 65%, aumdountsr 30%,
MoHOIHTHI 3%, COD 18 Mm/4. TlarueHT BRIMKCAH B YOBJIETBOPUTEIHHOE COCTOSTHHE
C pEKOMEHJalued 1ojJ HaOJII0JIEHHEe TeMaToJiora, CBOEBPEMEHHO IPUHATH
AHTUAHEMUYECKOE JICUCHUE.

Takum oOpa3oMm, CBOEBpEeMEHHas JAMArHOCTUKAa W Tepamus remoduinu A
MIPEAOTBPAIIAET OCIOKHEHHUS.

4.3. Ilcuxo3MoUHOHAIbHbIE HAPYLIECHHUS Y MALMEHTOB ¢ reMopuimei

['emouiins — HAaCHEICTBEHHOE, XPOHUYECKOE, PEIIMIUBUPYIOIEe 3a00JIeBaHNE,
XapakTepusyromieecss TOKETBIM TEUEHHEM, HapyIIeHUEM CHUCTeMbl TIeMOCTasa,
COMNPOBOK/IAIOIICECS HAPYKHBIMU U BHYTPEHHUMHU KPOBOTCUCHHUSIMU, HECOMHEHHO,
BJIMSIFOINAS HA TICUXO3MOIIMOHAILHBIN (OH naruenTa [7, 5-13].

B To e Bpems, [0 HACTOSIIETO BPEMEHH BOMPOCHI JIMYHOCTHOIO
pearupoBaHus Ha 0O0JIE3Hb y MAIMEHTOB ¢ reMOUINel 10 KOHIIA HE U3Y4YeHBI U HE
CUCTEMATU3UPOBAHbI, CYLIECTBYIOT €IWHUYHBIE MyOJHKAlMK, OTpa)Kalollue
MICUXO03MOIMOHATBHOE COCTOSIHUE ITOM KaTeropuu OOJbHbIX.

AHanmu3 pacnpeneneHusl ypoBHEW TpeBOKHOCTH mo mikane Crwmibeprepa—
XaHWHA BBISIBUJ CTAaTUCTUYECKM 3HAUYMMBIC pa3auyus MEXAYy MalMeHTaMu ¢
remopunueir A u remodpunueir B (p < 0,05). V mamuentoB ¢ remoduiauen A
npeo01aaan BHICOKMM YPOBEHb TPEBOXKHOCTH, KOTOPBIM ObLI BBISIBIIEH OoJiee 4eM Y
MOJIOBUHBI 00ciienoBaHHbIX — y 40 uyenoBek (52,6%). B rpymnme nanueHToB C
remouineir B BBICOKMIT ypOBEHb TPEBOKHOCTH PETHCTPUPOBAICS CYIIECTBEHHO

pexe —y 20 nmaruentos (27,0%).
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B To e Bpems HU3KHII ypOBEHb TPEBOKHOCTH JIOCTOBEPHO YaIlle OTMEUaJCs y
nanueHToB ¢ remoduineit B (28,4%) no cpaBHEHHIO ¢ alUEHTaMu ¢ Temoduinein A
(11,8%). YmepeHHBIII ypOBEHb TPEBOXKHOCTH TaKXKe 4allle HaOII0Malics B TPYIIE
remounu B (44,6% nipotus 35,5% B rpynmne A). [lonydeHHble JaHHBIE YKa3bIBAIOT
Ha 0oJiee BBIPAXXEHHYIO TPEBOXKHYIO CUMITOMATHUKY Y MAIIMEHTOB ¢ remoduiivend A
(Tabmuma 4.3).

Tadomuna 4.3. PacnpeneneHue mnamueHTOB ¢ reMoguianeid 1O YPOBHIO

TPEBOKHOCTH 110 mKaJjge Cnuiideprepa—Xanuna (mpumep, n= 150)

YpoBeHb bann [d A [®B p p_adj

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

[lpumeuanne: p — tounsli kpurepuii Gumepa (2x2); p_adj Holm — mompaBka Xonma ans 3 mocT-XOK
CpaBHEHUU

Takum 006pa3om, y marueHToB ¢ reModuiuei A orMedanack 6oJiee BbICOKas
BBIPAKEHHOCTh TPEBOKHOW CHUMOTOMATHKK Mo Immikajge Crnuinbeprepa-XaHuHa I10
CPaBHEHHIO C MalMeHTaMu ¢ remodunueii B, 4yTo moaTBepkaaeTcss CTaTUCTUYECKU
3HAYMMBIMHU PA3IMYUSIMU B PACTPEEICHUN YPOBHEW TPEBOXKHOCTU (KpUTEpUid 2
[MTupcona nna Tabmunsl  2x3, p=0,002). IlpeobGraganue BBICOKOTO YPOBHS
TPEBOXKHOCTU (>46 GamnoB) y OonbHBIX TeModmmmein A (52,6% npotus 27,0% npu
remouinu B; p_adj(Holm)=0,005) yka3biBaeT Ha OOJBIIYIO ICUXO3IMOIIMOHAIBHYIO
Harpy3Ky B 3TOU Ipynie 1 000CHOBBIBAET 11€J1eCO00pa3HOCTh AP HepeHIUPOBAHHOTO
IICUXOCOLIMAJIBLHOTO COMPOBOXKICHUS B CUCTEME KOMIUIEKCHOT'O BEJICHUS allUeHTOB.

AHanu3 pacmpeeNieHus] CTENEeHH BBIPAKEHHOCTH JCHPECCHUU IO IIKaje
['amuasTona (HAM-D) B oOcnenoBaHHON BBIOOPKE B3POCIBIX MHaIieHTOB (n=150)
BBISIBUJI CTATUCTUYECKH 3HAYMMBIC PA3IMUUs MEXAy MalMeHTaMHu ¢ reModuiieid A
(n=76) u remodunueit B (n=74) (kputepuii chi2 ITupcona ans tadbnuisi 2x3, p=0,009).

VY GonbHbIX TeModuiinel A yMepeHHas U TshKEnas IeNpeccusi BCTpedauch yaine: 64

u3 76 (84,2%) npotus 48 u3 74 (64,9%) npu remoduuu B. Tsoxénas nenpeccust (>=19
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OanoB) peructpupoBanach yaiie npu remodpunnn A (30 uz 76 (39,5%) nporus 16 u3
74 (21,6%)); pazauuus  ObUIM  cTaTUcTUYecku  3Hauumbl  (p=0,022,
p_adj(Holm)=0,043). Jlérkas nenpeccus (8-13 OannoB) uyaile BBISBISUIACH MPHU
remopmwmmu B (26 u3z 74 (35,1%) mpotuB 12 uz 76 (15,8%)); p=0,008, p adj
(Holm)=0,025. Paznuuuii no pmosie ymepeHHou nenpeccuu (14-18 OamioB) He
BeIsBIIeHO (p=0,871) (Tabnmma 4.4).

Taboanua 4.4. Pacnipenesienne B3pOC/IbIX NANHEHTOB ¢ reMo@u/ine Mo CTerneHu

Aenpeccuu
Crenens aenpeccuu | baimnst HAM-D | T® A (n=76) | T® B (n=74) | P p_adj Holm
JIérkast 8-13 12 (15,8%) | 26 (35,1%) | 0,008 0,025
Vmepennas 14-18 34 (44,7%) |32 (43.2%) | 0,871 | 0,871
Tsoxénas >19 30 (39,5%) |16 (21,6%) | 0,022 0,043

[pumeuanne: p — tounslii kpurepuii Gumiepa (2x2); p_adj Holm — nonpaska Xonma s 3 mocT-xoK
CpaBHEHUN

Takum 00pazoM, y manueHToB ¢ reModuinuei A JIepecCuBHbBIE pacCTPOCTBa
XapaKTepU3yrTCsl OOJBINEH BBIPAKEHHOCTHIO IO CPABHEHUIO C TMAlUCHTAMH C
remoduiueit B. [Ipeobnananne ymMepeHHBIX U THKENBIX (hopM Aenpeccun y OOJIbHBIX
remorieir A, BEpOSATHO, CBSI3aHO C OoJiee TSHKENBIM KIMHUYECKUM TCUCHHEM
3a0oyieBaHusl, 00Jie€ BBICOKOW YaCTOTOM TeMOPpPAaru4eCKUX OCJIOXKHEHUU W
3HAYUTEJIbHOM XPOHUYECKON COMAaTHYECKON Harpy3koil. BuisBieHHbIE 0COOCHHOCTH
NOJAYEPKUBAIOT HEOOXOAMMOCTh PAHHETO BBISBICHHUS U KOPPEKLUMHU JIENIPECCUBHBIX
paccTporcTB, OCOOCHHO Yy MalMEHTOB ¢ TeModuneii A.

Ciayyaii M3 KIMHMYECKOM NpPakTMKW. MyxunHa, 27 JIeT, NOCTynui B
rematonoruyeckoe oraeneHue 'Y HMI PT «lllugobaxun ¢ xamobamu Ha JeCHEBbIC
U HOCOBBIE KPOBOTEUEHHUS, FOJIOBHBIE OOJIM, TOJIOBOKPYKEHHE, CHU)KCHUE aIleTUTa,
HapyIlIEHUE CHA, YyBCTBO TPEBOTH, COMPOBOKIAIOIIETOCS MOIABICHUEM HACTPOCHMUS,
anaTuell K >KU3HM, JIETIPEecCHMed W Iporpeccupyromeid ciabocTbio, CTpax mepen
MOBTOPHBIM YXYAIIEHUEM COCTOSIHUS 3a00JI€BaHUSI.

N3 anamHue3a 3a001eBaHusl YCTAaHOBJIEHO, YTO MAIMEHT CTpajaaeT reModuinen
A Ha ipotspkenuu 15 net. Ha gone tepanun paxkropamu VIII reuenne 6one3nu panee

KOHTPOJUPOBAJIOCH, OAHAKO B TIIOCIICAHHMEC ABC HCACIM OTMCYCHO YXYAUICHUC
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COCTOSIHUSI: BO3HUKJIM T€MapTPO3bl KOJEHHBIX CYCTaBOB, HOCOBBIE U JIE€CHEBBIC
KPOBOTEUEHHUSI, a TAaKXKe YBEIMYCHUE KOJIMYECTBA IeMaTOM Ha KOXe TMepeaHeit
MOBEPXHOCTU OEAEp M >KUBOTA, MOSIBUIUCH IeMapTpo3bl B KOJEHHBIX CYyCTaBax,
KPOBOTEUYEHHUS U3 HOCA U JECEH, a TAK)KE YBEJIMYHUBAIUCh CUHSAKU HA KOXKU MEpeIHEN
MOBEPXHOCTH OEnep 1 xuBoTa. [losBUIICS CTpax mepes HOBBIMU KPOBOUBIUSHUSIMU U
KpOBOTeUCHUSIMU Ha (QoHe OoneBoro cuHApoOMa HAOII0IAI0Ch OTpaHUYCHHE
MOJBMXKHOCTH B cycraBax.Ilpy OOBEKTUBHOM OCMOTpE TMAlMEHT BBITJISICI
HCTOUIEHHBIM U TPEBOKHBIM, HAOIIOAAIUCH TPOSIBJICHHUS IETIPECCUBHOIO CUHAPOMA B
BHUJIC: TIOJIaBJICHUS HACTPOCHUS, alaThM, HEJIOMOTaHus W yTOMIISIEMOCTH,
paccesHHocTH. Ha koxe BHJIHBI CTapble TE€MOpPpParudecKHe  BBICHIMAHUS.
Buszyanusupyercst OTEUHOCTh KOJICHHBIX CYCTaBOB.

B remorpamme: sputporutsl: 4.7 x 1012/1; remorno6un: 135 r/m; 1eHKOIUTHI:
7,7 x 109/1, tpomOo1uThr: 185 x 109/1; rematokput: 0.43;

Koarymorpamma: mporpomOunoBOe Bpemsi: 12,5; akTHBUPOBAHHOE YACTHYHOE
TpomOorutactuHOBOE Bpemsi (AUTB): 85 cek (Hopma 25-35 cexk); pubpunoren: 3.5 r/im;
ypoBenb (akropa VIII: 17% ot Hopmbl (Hopma 50-150%).

OueHka ypoBHSI JEMPECCHUU C UCMOJb30BaHUEM IIKalbl beka: pesynbrar 27
0aJIJIOB, YTO COOTBETCTBYET YMEPEHHOM ETPECCUU; BHICOKASI TPEBOKHOCTD 10 KA
TpeBoru ["amunbToHa (18 6anios).

Huarnos: remoduiust A, cpeaHeTsDKENOe TeueHHe. TpeBOKHO-IETPECCUBHBIN
CUHPOM.

[IpoBenena 3amecTuTenbHasi Tepamus ¢ KoHIEHTparoMm ¢aktopa VIII;
npodunakTuaeckoe BBeneHue paxropa VIII mist mpenoTBpaiennss KpOBOU3IUSHUN B
cyctaBbl. Jlyis oOOJerdeHuss CUMITOMOB JICIPECCUU U TPEBOXKHOCTH, U IS
NpEeoJIoJICHUsI CcTpaxa Tneped 3a00JIeBaHUSAMU M YIYUIICHUS aJanTaldd K
XpOHUYECKOMY 3a00JIEBaHUIO MPOBEJEHBI ICUXOTEpaneBTUYECKUE Oecenbl U
aHTUJICTIPECCUBHAS TEpaIusl.

Takum  00pa3oM, CBOEBpPEMEHHasi KOPPEKIHS  ICUXOIMOIUOHAIHHOTO

COCTOSIHMA TMallMeHTa Ha QoHe 3amecTuTenbHOM Tepanuu (paktopom VIII mo3sosser
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JIOCTUYb 3HAUUTENIBHOTO YJIYUYIIEHHUs] KAauecTBa KU3HM U YMEHBIIEHHUS TPEBOTU U
JENPECCHH.
4.4. CocTosiHME NTOKA3aTeIe KAYeCTBA JKU3HHU NMALUEHTOB ¢ reMou/IneH

CocTosiHuEe moOKa3aTened KadyecTBa >KM3HM y IMalMEHTOB C reMoQuined Mbl
orieHuBaJI ¢ noMonislo EBporneiickoro onpocurka MOS-SF-36, koTopblii BKIIIO4aeT
36 BompocoB U § ImIKaj, OTpaxkaroumx (U3MUECKoe, MCUXOJOTHYECKoe U 00Iiee
COCTOSIHHME 3/I0pOBbS, @ TAK)KE HHTEHCUBHOCTb OOJIH.

[Tpu né€rkom Teuenune ['D mpobiieM ¢ mepeMernieHneM, caMmooOCTyKUBaHUEM
OOJIbHBIX HE BCTPEUANIOCh, TOTJA KaK MPU Pa3BUTUHU TeMapTpo3a MPHU CPEAHETKEIOM
U TSDKEMOM  TEYEHHWE  BO3pacTaid  NpoOJeMbl C  MEPEABUKEHUEM U
CaMOOOCITYKUBAHHEM, YTO YXYIAJIO Ka4Y€CTBO )KM3HU NALlUEHTOB.

BepositHO, 3TO OBIIO 00YCJIOBIEHO YCUJIEHHEM OOJIEBOIO M AHEMUYECKOIO
CUHAPOMOB, CIIOHTAHHBIMH  KPOBOTEUEHHUSMH, MPUCOCIAUHEHUEM BTOPUUYHOMU
UHPEKIUU W PA3BUTHEM MOJUOPTaHHONW HEJOCTaTOYHOCTU. YKa3zaHHBbIE (PaKTOPHI
HEraTHUBHO OTpakaimuch Ha xu3HeHHoU cuie (JKC), dusndyeckom GyHKITMOHUPOBAHUH
(OD), poneBoM (PYHKIIMOHMPOBAHUHU, OOYCIOBICHHOM (PU3UYECKUM COCTOSHUEM
(POD), cormansaoM pyrkimonupoBannu (CD), obmem coctossaun 310poBbs (03) u

ncuxuyeckoM 370poBbe (I113) (pucynok 4.2).

45% -

40% -

35% -

30% -

25% HTDA
20% - EHlOB
15% -
10% -
5% -

O% T T T T T 1
KC ol0] PO co 03 n3

PucyHnok 4.2. Onenka KkayecTBa KM3HHU Y JHI ¢ reModuianeii
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[To manHbIM pucyHka 4.2 3HaYeHHs BCEX YKa3aHHBIX JOMEHOB ObUIM HMXKE y
NAlMEHTOB ¢ reModuiineld A, 4eM y naluueHToB ¢ remoduiuei B.

Tax, xu3nenHas cuna (JKC) npu remodpunuu A cocrasisger Bcero 27%, Toraa
Kak npu remopumuu B — 43%, uTO CBHUIETENBCTBYET O 3HAUUTENBHO Ooisee
BBIPQXECHHOW YTOMIISIEMOCTH M CHUKEHUH SHEPTUIHOCTH Y OOJIBHBIX reModuineit A.

AHanoruyHas TEHACHLMA HaONIoJaeTcs W MO JPYruM JOMEHaM KayecTBa
KU3HU: Ppusznueckoe QpyHkimonupoBanue (OD) cumxeno a0 25% npu remoduiiuu A
npotuB 40% npu remodguiuu B; poneBoe (yHKIMOHHpPOBaHUE, O0YCIOBIEHHOE
busndeckum cocrosiaueMm (PDO®D), cocraBnser 23% mpotuB 37%; comumanbHOE
¢dbynkunonuposanue (CP) — 21% nportus 35%; obiuiee coctostHue 310poBbs (O3) —
20% mpotus 33%; ncuxuueckoe 370poBbe (113) — 20% npotus 30%.

Takum oOpa3oM, namueHTsl ¢ reMopuiaMed A XapakTepusyroTcs Oosee
BBIPQXCHHBIM CHUXKEHUEM KayecTBa >KM3HHU, YTO CBA3AHO C TKEIBIM TEUEHHEM
3a00JIeBaHus, YaCTHIM OOJIEBBIM CHHIPOMOM, OTPaHUYCHUEM (PU3NUECKON aKTUBHOCTH
U TICUXO3MOLMOHAIBHBIMU HapyleHusMu. HaubOonee HHU3KMMM TOKa3aTeNsIMU
OCTABAJIUCh KU3HEHHAs DHEPrusi, (PU3NYECKOE M TMCUXUYECKOE 3/I0POBbE, a TAKKE

coranbHOe (PYHKIIMOHUPOBAHUE.
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I'JIABA 5. OBCYXAEHUE PE3YJIbTATOB UCCJIIEJOBAHUS

[IpoBenénHoe uccienoBaHuE BIEPBbIE MPEIACTABUIO PA3BEPHYTYIO KIMHUKO-
AMUJIEMHUOJIOTHUECKYIO XapaKTepUCTUKy remodunuu B Pecnyonuke TamkukucTan Ha
perpe3eHTaTUBHOM Marepualie, BKItouuBiieM 773 maruenrta (758 myxumH w15
’KEHIIIMH) B BO3pAcTe OT OJIHOTO T'oJ1a 710 46 JIET U cTapiie, HaOII01aBIINXCs 3a MTEPUO]T
2014-2024 rr. [IlomydeHHble pe3yJbTaThl IMO3BOJSIOT HE TOJBKO OIKCATH
pPaclpOCTPaHEHHOCTh, PETUOHAIBHYIO CTPYKTYPY U  KIHMHHUKO-1a0OpaTOpHbIC
0COOCHHOCTH 3a00JIeBaHUSI B YCJIOBHUSX PECIyOIMKHA, HO M COINOCTaBUTh HX C
COBPEMEHHBIMHM MEXyHApPOIHBIMU M OT€UECTBEHHBIMU JAHHBIMHU, YTO HEOOXOAUMO
JUisi 000CHOBaHUS TMPUOPUTETOB OpPraHU3aAlUKU CHEIUATHU3UPOBAHHOM TTOMOIIH.
[emoduius TpagWIIMOHHO paccMaTpuBaeTcsi Kak X-CICTUICHHAss pelecCUBHAs
Koarynonatusi, oOycinoBieHHas jgepumurom daktopo VI wmm  IX #u
XapaKTepU3ymolascss TIeMaTOMHBbIM THUIIOM KpPOBOTOYMBOCTH C MpeodsiagaHueM
remMapTpo3oB [6, 57, 124]; mnoiaydeHHble B pecnyOjuMKe JaHHbIE B IIEJIOM
BOCIIPOU3BOMSIT YHUBEpPCAIbHbIE 3aKOHOMEPHOCTH OOJIe3HH, IpuoOpeTast mpu 3TOM
PSI BBIPAXKEHHBIX PErMOHATBHBIX 0COOEHHOCTEH.

YcTaHOBNEHHBI YpPOBEHb pacnpocTpaHéHHOCTH remoduiauu B PecrnyOnuke
Tamkukuctan coctaBui 7,5 ciydas Ha 100 teic. HaceneHus. CoOIOCTaBICHUE C
MEKIyHAPOJHBIMH OIIEHKAMHU YKa3bIBa€T HA 3HAYUTENBHBIN pa3pbIB: MO JaHHBIM
MeTaaHaJIn3a HallMOHAIBHBIX PETUCTPOB, PACIPOCTPAHEHHOCTh TOJBKO reMopuinu A
nocturaet 17,1 ciyyas Ha 100 ThIC. MyX4YUH, a CyMMapHBbIA MOKa3aTelb C YU4ETOM
remodunuu B okaspiBaetcs emé Boimie [98]. [lonoOHOE pacxoxaeHUE 3aKOHOMEPHO
MHTEPIPETUPOBATh KaK MPOSIBIICHHE TMIOJMATHOCTUKHU, XapPaKTEPHOW MJid CTpaH C
OTPaHUYECHHBIMU PECYpPCaMHU, TJI€ BBISBISETCS JIUIb Maas J0Jis1 OOIbHBIX, TOCTYII K
1a00paTOPHON JUArHOCTUKE OTPAHUYCH, a HAIMOHAJbHBIE PETHUCTPhl OTCYTCTBYIOT
niu Henodibl [81, 106, 115]. OnbIT KpyMHBIX Pa3BUBAIOLIUXCS CTPAH MOATBEPKAAET
MaciiTad Helnoyd€Ta: PEerucTpUpPyeMoe YUCIO OOJIbHBIX HEPEJKO KPaTHO YCTyMaeT
pacuétHoit BenuuuHe [95, 100]. ConocTtaBneHue ¢ conpeaeabHbIM Y 30€KUCTaHOM, T]Ie
3a JECATUIICTHUN MEpUOJ PACCUUTaH CPEAHUI MOKa3aTellb YacTOThl MIPU POXKICHUU

nopsinka 1,14 x 107 [77], Takke CBUAECTEIBCTBYET O TOM, YTO TAPKUKCKHUE BEITUYUHBI
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OTpaXalOT HE WCTUHHO HU3KYI0 YacTOTy 3a0O0JieBaHMs, a HEIOCTaTOYHYIO
BBISIBIISIEMOCTh. [lolydeHHbIE JTaHHBIE COTrJAacylOTCsl C pe3yJbTaTaMH paHee
BBINIOJIHEHHBIX B pecnyOnuke npoduiabHbix padoTr [41, 42] U OJHOBpPEMEHHO
CYILIECTBEHHO PACHIMPSIOT UX 33 CUET aHAJIM3a MHOTOJIETHEH AMHAMUKU U KIIMHHUKO-
nabopatopHOTo Mpodusis 00IHHBIX.

ComnocTaBieHue NOJTyYSHHBIX JAaHHBIX C SMUIEMUOIOTHEN TEMODUITIH B IPYTUX
CTpaHax C OrPAaHUYECHHBIMH PECYpCaMHM YCWJIMBAET BbIBOJ O MPEUMYILIECTBEHHO
OpraHU3alMOHHOM, a HE OMOJOTUYECKON NMPUPOJI€ HU3KUX TAHKUKCKHUX IOKa3aTelei.
Cucremarnueckuie 0030pbl W PETHOHANBHBIE HCCIIENOBAHUS JIEMOHCTPHUPYIOT
CYILIECTBEHHYO reorpagpuuecKyro BapuadeNbHOCTD PErUCTPUPYEMOM
pacrpoCTpaHEHHOCTU: B CTpaHax A3ud U AQpPUKA OHA YCTOMYMBO HUXKE, YEM B
rocyJapCTBax C BBICOKUM YPOBHEM JI0XOJla, YTO OTPA’KaeT pa3IMuusl B IOJTHOTE
BBISIBJICHUS, @ HE ICTUHHYIO PEJIKOCTh 3a0oneBanus [83, 128, 135]. [loka3arenbHo, 4TO
B KPYNHBIX pa3BUBAIOIIUXCS CTpaHaxX pa3pblB MEXKY 3aperduCTPUPOBAHHBIM U
pac4y€THBIM YHUCJIOM OOJBHBIX JIOCTHUTA€T MHOTOKPATHBIX 3HAUYCHUM, a HU3KHM
MOKa3aTelb PErUCTPUPYEMOM PACTIPOCTPAHEHHOCTU MPSIMO CBSI3bIBAETCS aBTOPAMMU C
HEJOANArHoCTUKOM U HenoyiHoTOoM yuéta [100]. JanHble ri1o0anbHbIX HHCTPYMEHTOB
MOHUTOpPUHTA TOATBEPKIAAIOT HEMOJIHOTY MHUPOBOro yuéra: mo 000O0HIEHHBIM
OIICHKAM €)KETOJIHBIX I100aJbHBIX OMPOCOB U BCEMUPHBIX PETUCTPOB BBISIBIICHA JIUIIIb
4acTh 0’KHUJIAEMOT0 YKciia OOJIbHBIX, @ 00€CTIEYeHHOCTh MOMOIIIBIO B CTPaHaX C HU3KUM
poxomaoMm otctaér Ha gAccarmietus [81, 141, 143]. B momoOHOM KOHTEKCTE
YCTaHOBJICHHBIA B pecnyOsiuke ypoBeHb 7,5 ciaydass Ha 100 Thic. HaceneHus mNpu
cooTHomeHn: remopminu A 1 B 0kos10 4:1 3aKOHOMEpPHO TPaKTOBATh KaK OTPAKCHHE
HayaJdbHOTO JTanma (QOPMHUPOBAHUS CUCTEMbl BBISBICHUS W PETUCTpAllUM, a
BBIPDAKEHHBIH MHOTOJIETHUM POCT YMCIIA YYTEHHBIX OOJBHBIX - KaK pPe3yiabTaT
MOCTETICHHOTO YJIyYIIEHUsI TUArHOCTUKHU. llomydeHHbIe pe3ynbTaThl (HOPMUPYIOT
MCXOJIHYIO SIUJEMHUOJIOTMYECKYI0 0a3y, HEOOXO0AUMYIO JJI MIIAaHUPOBAHUS PECYPCOB
U OLICHKHU 3((HEKTUBHOCTH OYAYIIMX OPTraHU3AUOHHBIX MEPOIPUATUH.

TepputopuansHoe pacnpeneneHrue OOJbHBIX O0Ka3aJloCh HEPABHOMEPHBIM:

HauOOIbIIIEe YHCIIO MMaUCHTOB IIPUXOIWIIOCH Ha paﬁOHBI pCCHY6HI/IKaHCKOFO
150



noguuHenus (N=251; 32,5%), nanee cnemoBanim XatioHckas (N=216; 27,9%) u
Corauiickas (n=191; 24,7%) o6aactu u ropoxa Jdyman6e (n=100; 12,9%), Torna xak
HavMEHbIIAs YacToTa 3aperucrpupoBaHa B ['opHo-bamaxmianckodi aBTOHOMHOM
obmactu (N=15; 1,9%). Ctonp BBIpaXEHHBIE MEXPETUOHAIbHBIC PA3IUYUS TPU
COTIOCTaBMMOM B TIpeiesiaX CTPaHbl MOMYJISIIMOHHON CTPYKTYPE C TPYJOM OOBSICHUMBI
UCTUHHBIMU  Pa3IUYUsIMH  4YacTOThl  OOJE3HM U, BEpPOSTHEE, OTPAXKaIOT
HEOJHOPOJIHOCTh  JIMarHOCTMYECKOW M  PErHCTPAllMOHHON paboThl, a Takxke
JOCTYMHOCTH CHEIUATM3UPOBAHHON MOMOIIM B OTHAENbHBIX peruoHax. CTpykrypa
dopm  3aboneBaHMs B pECHyOJIMKEe  COOTBETCTBOBAIA  OOIIEMHUPOBBHIM
3aKOHOMEpPHOCTSM: Ha remoduinio A npuxoawiock 615 6oxbHbIX (79,6%), Ha
remodunuio B - 158 (20,4%), ciiyuau remoduinu C He BCTpeHAIUCh, a 10 18-J1eTHero
BO3pacTa 3aboneBanue BeIBISUIOCH B 40,0% HabmoaeHuii. COOTHOIIEHHE OCHOBHBIX
dbopm oko10 4:1 cornacyeTcs ¢ KIIaCCHYeCKUMU MOMYJISIIMOHHBIMU JaHHBIMHE [98, 141]
U ¢ pe3ylbTaTaMd HCCJICIOBAHUMN, BBINOJHEHHBIX B JIPYTMX CTpaHax C
Pa3BUBAIOIIMMUCS CUCTeMaMHK peructpanuu [83, 85, 128, 135].

AHanu3 MHOTOJIETHEH JMHAMUKU BBISBHIJI YCTOMUYMBBIA POCT YHCIIa YUTEHHBIX
OOJIbHBIX, KOTOPBIA MMPABOMEPHO TPAKTOBATH MPEXKIE BCEr0 Kak YIydIlIeHHUE
BBISIBIIIEMOCTH M PETHCTPAIlUM, @ HE KaK UCTUHHOE yBEITWYCHHE 3a00J1€BaeMOCTH. Y
B3POCIIOr0 KOHTHHTEHTA 00IIIee YHCIIO MarueHToB Bo3pocio ¢ 333 B 2014 1. 1o 461 B
2024 r. (abcomoTHbI mpupocT +128), mpu 3TOM ynaenbHbI Bec reMopuauu A
nocreneHHo cHwkancsa ¢ 94,0% no 83,9% na ¢done abCoOMOTHOrO pocTa YHUcCia
OONBbHBIX JaHHOU dopmoii, Torna kak aois remodwimu B yBenunuunace ¢ 6,0% 10
16,0% (tpena cratuctuuecku 3HaumM, P<0,001). ¥V nerckoro KOHTHHTEHTa POCT
okazaiics emé 6osiee BeIpakeHHBIM - ¢ 101 10 312 60ibpHBIX, TO €CTh O0JIee YeM BTPOE,
a B 2024 r. 3a¢MKCUPOBaHO CYIIECTBEHHOE NIepepaciipeiesienne popm co CHUKEHUEM
nou remobuniuu A 1o 73,1% u pe3kuM yBeTudeHHUeM 4ucia 00JbHBIX TeModuauen
B ¢ 41 no 84 (+43 cnyu4as), B pe3yibTare 4ero e€ yaenbHblil Bec moctur 26,9% -
MaKCHUMaJIbHOTO 3HaueHus 3a Becb nepuoj (% p<0,001). BolsiBiieHHbIE CTPYKTYpHBIE
CABUTH JIOMTYCTUMO CBSI3bIBATh KaK C YIy4YlIEHUEM AUArHOCTUKHU reModuianu B, Tak u

C YTOUHCHHUCM HO30JIOTHYECKOM BepI/I(i)I/IKaLII/II/I NManquCHTOB, pPaHCC OTHECEHHBIX K
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remopunnu A. PocT yncna OONbHBIX NMPU YBEIUYEHUU UX CPEIHEro Bo3pacra B
MHUPOBOH JUTEpAaType pPacCMaTpPUBACTCS KaK KOCBEHHBIM WHAMKATOP YIyUIICHUS
BBDKMBAaEMOCTH Ha (QoHe coBpeMeHHOW Tepanuu [138], uyto mnomuépkuBaer
HEOOXOMMOCTh TEPCHEKTUBHOTO TIAHUPOBAHUS JIEKAPCTBEHHOTO OOecreueHus u
JOJTOCPOYHOTO TUCTIAHCEPHOTO HAOIIOACHUS C YUYETOM H3MEHSIOMICHCS] CTPYKTYPBI
3a00JI€Ba€MOCTH.

CymiecTBeHHOE MECTO B palOTe 3aHsJl aHalM3 PETHOHAIBHBIX (DAKTOPOB,
bopMUpYIOIIUX  KIMHUKO-ITUAEMUOIOTHYECKOE CcBoeoOpasue remMopuind B
pecnyOnuke. HaciiencTBeHHO-TeHeTHYeCKasi OTATOUIEHHOCTh MPOSIBISIACH BBICOKOI
J0JIel MAalMEeHTOB U3 MHOTroJIeTHhIX ceMei (63,0% mpu remodunuu A u 57,0% npu
remouinu B) u u3 0au3zkopoacTBeHHbIX OpakoB (25,0% u 21,2% coOTBETCTBEHHO).
3HAYUMOCTh JTaHHOTO (PaKkTopa MoATBEpkAaeTcs GyHIAAMEHTAIbHBIMUA Pa0OTaMH TI0
KOHCAHIBUHHOCTH, COTJIACHO KOTOPBIM OJIM3KOPOJICTBEHHbIE Opaku CIOCOOCTBYIOT
HAKOIUICHUIO MATOJOTMYECKUX ajiele B MOMYJISIUN U TMOBBIIAIOT BEPOATHOCTH
MaHupectanuu X-CIEMICHHBIX U ayTOCOMHO-PEIIECCUBHBIX paccTpoiicTs [74, 75]. B
ycnoBusix LlenTpansHoii A3uu, re 10715 pOJACTBEHHBIX OpaKoB TPaIUIIMOHHO BBICOKA,
JTAaHHBIA MexaHU3M mpuolOpeTaeT ocoboe 3HAYEHHE U, BEPOSITHO, BHOCHUT BKJAJ B
NoJJIep>KaHre HOCUTENCTBA U B OTHOCUTEIBHO BBICOKYIO IO PETHOHAIBHBIM MEpKaM
YacTOTY BBISIBIICHUS TeMO(DUINH y >KeHIMH. Hapsany ¢ reHeTudeckumu (akTopaMu
CYLIECTBEHHYIO pPOJIb UIPald OpPraHU3alMOHHO-COLMAIbHBIE YCJIOBHS: HM3Kas
oOecrieyeHHOCTh (pakTopamu cBEPTHIBaHUS (87,0%), 0COOEHHO B TPYAHOIOCTYIIHBIX U
CEJIbCKUX pailoHax, Mo3aHee oOparieHue OOJNbHBIX 3a moMmotisio (73,0%), Hu3Kmid
ypoBeHb oOpazoBanus (73,0%) u HemocTaTOUYHAsT OCBEAOMIIEHHOCTH O 3a00JICBAaHHUH
KaKk MeTuIUHCKUX paOoTHUKOB (70,0%), Tak u HaceneHus (98,0%). CoBOKYymHOCTh
NEPEYNCIICHHBIX YCIOBHM 3aKOHOMEPHO BeAET K 3amo3/ajiold JAHarHOCTHKE,
YTSDKEJIGHUIO TEUEHHUSI M POCTY YaCTOThI OCIOKHEHHH, YTO COrjlacyercs ¢ OOIIMMHU
3aKOHOMEPHOCTSIMH OKa3aHUs IOMOIIH B CTPAaHaxX ¢ OrpaHUYEHHBIMU pecypcami [106,
115].

OtnenbHOTO OOCYXKACHHS 3aCIyXKUBACT BIHMSHHE KIMMATHYECKUX YCIIOBHIA,

XAapaKTCPHBIX JIs peCHY6J'H/IKI/I C MPOAOJIKHUTCIIbHBIM JKAPKUM MW CYXHUM JICTHUM
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nepuooM. Pacripenenenre rocnuTaiu3anuii Mo ce30HaM OOHAPYKUIO OTYETIUBYIO
3aBUCUMOCTh: B JICTHUW MEPHOJl JI0Js TMOCTYMUBIIMX OOJBHBIX Mpeodianana u
coctaBuiia ipu remodunuu A 67,5%, npu remodunuu B - 53,8%, Torna kak 3umoit
COOTBETCTBYIOILIME MOKA3aTEIN CHUKAIUCH 110 5,7% u 12,0%. ITapannensHo B )apKuid
Nepuo BO3pacrajia yacToTa OCJIOKHEHUI: reMapTpo3bl peructpupoBaiuch B 79,0%
potuB 17,0% B XOJIOOHBIN NMEPHUOJI, F€MATOMbl MATKUX TKaHed - B 77,0% mpoTus
15,0%, cnonTtanusie kpoBoTedyeHus - B 67,0% npotus 15,0%; pexke BCTpedanuch
cyokoHbIOHKTHBaNIBHBIE (37,0% 1 7,0%), xenynouno-kumieunsie (22,2% u 5,7%) u
BHyTpuuepenusie (3,0% u 1,0%) kpoBouznusinus. [lonydeHHoe pacrnpeseneHue mo
CTPYKTYpE  OCJOXHEHHUU  BOCHPOU3BOAUT  YHUBEPCAIbHYID  3aKOHOMEPHOCTH
JTOMUHHUPOBAHMS T€MapTpo30B M MblleyHbIX remarom [104, 138, 142], oanaxo
BBIDOKCHHAs]  CE30HHAs  3aBHUCHUMOCTh  AOCOJIOTHBIX 3HAYEHWHM  COCTABIISICT
PErMOHATIBHYI0 OCOOEHHOCTh U TpeOyeT ajanTalud OpraHu3allMOHHBIX U JIe4eOHO-
NpOoPUIAKTUYECKUX MTOX0/I0B K YCIOBUSIM apUIHOTO KiuMata. JIOmoaHsAI0T KIMHUKO-
KOHCTUTYIIMOHAJILHBIN MOPTpeT OOJBHBIX MpeoliialaHue CBETJIOW OKPACKU KOXKHU
(67,4% npu remopunuu A u 56,1% npu remodpunun B), acTeHHUECKON KOHCTUTYLIUU
(85,0% 1 67,9%) u Hu3Koro ypoBHs ButamuHa D (25,0% u 23,0%), 4To uMeeT npsimoe
OTHOIIEHUE K 00CYKJJa€MbIM Jlajie€ HApyIICHUSIM MUHEPATbHOTO OOMEHa U KOCTHOU
TKaHHU.

Onnolt u3 Haubojee 3HAYUMBIX PErMOHAIBHBIX OCOOEHHOCTEW SIBUJIACH
OTHOCHUTEJILHO BBICOKAsl JOJISI KEHIIUH cpeau OOoNbHBIX remoduinuen - 15 uz 773
nanueHToB (1,9%), u3 xotopeix y 11 muarHoctupoBana remodumust A 'y 4 -
remopmius B. Knaccuueckue rmpeAcTaBieHHsT O  TOJHOM — KIIMHUYECKOU
OECCUMIITOMHOCTH HOCHUTEIIbHHI] B HACTOSIIEE BpPEeMsl MEPECMOTPEHBI: B KPYIHBIX
MCCIIEIOBAHUSIX MMOKA3aHO, YTO HOCUTEIBHUIIBI KPOBOTOUYAT Yalle IPYTHX >KEHIIUH,
OCOOCHHO MOCe MEAUIIMHCKUX BMEIIATENIbCTB, a MOBBIIICHHBIM PUCK reMOpparui
coxpaHsieTcs gaxxe npu aktuBHOCTH (akTopa VI, mocturaromieit 50-60% [113, 126].
[Tonydennsle B pecnyOiuke HaOMIOJCHUS COTJIACYIOTCS C JIAHHOW KOHIICIIIMCH W,
BEPOSITHO, OTPAXKAIOT COUYETAHHE BBICOKOW YAaCTOTHI OJU3KOPOJCTBEHHBIX OpPaKOB C

BO3MOXHOCTBIO TOMO3HUT'OTHOI'O HOCHUTCJIBCTBA M HACJIICOOBAaHUA MYTaHI/Iﬁ 110 00enM
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X-xpomocomam. Knnunueckuii mpumep naruentku 29 et n3 Corauiickoi o0acTH,
poJuBILIEHCS OT OJU3KOPOACTBEHHOTO Opaka, ¢ OOMJIBHBIMU M MPOJOJIKUTEIbHBIMU
MEHCTpyalUsiMU,  T[OBTOPHBIMH  MaTOYHBIMH, HOCOBBIMH U  JIECCHHBIMU
KPOBOTCUCHUSIMH, TSDKEIIOW XPOHUYECKOM MOCTIEMOPPAaruyecKor aHeMueh U
cHmkeHneM aktuBHOCcTH pakropa VI 1o 28%, nimoctpupyer manudectayro hopmy
KEHCKOU reMouianu. Pa3nuuus o aHTpOIOMETPUIECKUM U 3THOAEMOTpadhUIECKUM
XapaKTepUCTUKaAM MEXJy JKeHIMHaMu ¢ remModpunuen A u B oxazamuck
HECYIIECTBEHHBIMH, TOTJIa K&K MHOTOJIETHOCTh HECKOJIBKO YaIlle PErucTpUpOBAIIACH
npu remopummu A (63,6% mnporuB 50,0%; p<0,05). IlomyueHHbIE naHHBIC
000CHOBBIBAIOT 11€71€CO00Pa3HOCTh IIEJICHANIPABICHHOTO OOCJIE0BaHUS KEHIIUH U3
CeMei rpynibl pUCKa U MPOBEICHUS MEJIUKO-TEHETUUYECKOTO0 KOHCYJIbTUPOBAHUS, YTO
O0COOEHHO aKTYaJIbHO JJIS MOMYJIAIMMA C BHICOKOH KOHCAHTBUHHOCTBIO.

PernonanbHoe pacmpejiefieHne SKEHIIMH ¢ reModuiauedl  0OHapyKHIIOo
reorpa)uyecKkyro ¥ BO3PACTHYIO HEOJHOPOIAHOCTh, HUMEIOUIYI0 CAMOCTOSITEIHLHOE
KIIMHUKO-3IHAeMuoornueckoe 3HadeHue. Cpenu 11 manmeHTOK ¢ reModrumeit A
yeTblpe B Bo3pacTe 12-36 ner npoxxuBanu B Corauiickoi o0aacTH, MiTh B BO3pacTe
35-59 net - B XaTyioHCKOM 006sacTH U IBe B Bo3pacTe 35-37 set - B ropoae Jymanoe,
TOI'/Ia KaK BCE UeThIpe MalueHTKku ¢ remodunueid B B Bo3pacte 39-69 ner Obuin u3
palioHOB pecnyOJIMKaHCKOTO MoIuMHEeHUs. bosiee paHHee BhIsIBJICHUE 3a00J€BaHUS B
Corauiickoii 001aCTH IPU NPEUMYIIECTBEHHO 3PEJIOM U MOKHUIIOM BO3pacTe O0IbHBIX
U3 paliOHOB PECHyOJUKAHCKOTO MOJYMHEHHS JIOMYCTUMO HWHTEPIPETUPOBATH KaK
OTPKEHHE pa3IUuuii B JAUArHOCTUYECKOM OXBaTe, a HE TOJBKO HMCTUHHBIX
BO3pACTHBIX ocoOeHHOcTel ManudecTaruu. Konnentpaius ciaydaeB reMmopunuu B y
KEHIIMH WCKIIOUUTEIBHO B OJHOM PErMOHE MW BbICOKAas [JOJISI MMAlHUEHTOK W3
ONMU3KOPOJCTBEHHBIX OpaKkOB  COTJacyloTcs C TMPEACTAaBICHHEM O  BKIJIAJE
KOHCAHTBUHHOCTHU B (POPMUPOBAHNE HOCUTEIHCTBA M TOMO3UTOTHBIX COCTOSTHUM [74,
75]. IlepecMOoTp TpaaWLIMOHHBIX B3MVISIAOB HAa OECCUMITOMHOCTh HOCHUTEJBHUIL U
JOKYMEHTHUPOBAHHBIN PUCK TeMOPPAruuyecKux MPOSIBICHUM Nake MPU YMEPEHHO
CHMIKEHHOU akTUBHOCTH (hakTopa [113, 126] nmpuaaroT BISIBJIEHHBIM HAOJIIOACHUSM

MMPAaKTHYCCKOC 3HAYCHHUC MW IOATBCPIKAAIOT H€O6XOI[I/IMOCTB HCJICHAIIPaBJICHHOTO
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reéMOCTa3MOJIOTUYECKOT0 OOCJIEeIOBaHUS JKEHIIWH W3 CeMEH TPpyNmbl pHUCKa.
[lony4yeHHble JaHHbIE OOOCHOBBIBAIOT BKIIIOUEHHE JKEHIIMH-HOCUTEJIbHMI] B
IPOrpamMMBbl JUCIIAHCEPHOTO HAOJII0ICHUS U MEIUKO-T€HETHYECKOTrO
KOHCYJIbTUPOBAHMSI.

AHanmu3  (QakTOpoB  puUCKa  pa3BUTUS  remaprpo3a  IoKazal — HX
MHOTOKOMITOHEHTHBIN XapakTep U Pa3IudyHyI0 PEICTaBICHHOCTh pH rTeModuinn A
u B. Benymumu daxrtopamu sSBUIMCH BHE3ANMHBbIE BHYTPUCYCTaBHBIE KPOBOTCUCHMUS
(79,0% u 17,0%), neOonblure TpaBMbl C MOPAKEHHUEM XpAIA U CUHOBUAIBHOU
o6omouku (91,0% m 33,0%), Tsokénoe teuenme 3adoneBanus (77,0% u 27,0%) u
HacieacTBeHHas: oTsrouéHHocTh (77,0% u 37,0%); cyliecTBeHHbIA BKJIaJ BHOCHIH
TaKKe MOBBIIICHHAs! Harpy3ka Ha cyctaBbl (65,0% u 37,0%), oOMeHHbIE HApYILICHUS
(63,5% u 33,0%) u KIUMaTUYECKUE YCIOBHS KapKoro u cyxoro peruona (61,0% u
31,0%). Ilpucoeannenune BTopuyHOM nHPeknu perucrpuponanock B 60,0% u 24,0%
HAOJIFIOICHUH, TIPH TOM CpPEIN BO30OYIUTENEH CHHOBHUATLHOM KUKOCTH MPe0OIIaaim
rpamIooKuTeNbabie Kokku - Staphylococcus aureus (73,0%) u  Streptococcus
pyogenes (27,0%). IlaroreHetuueckasi IMOCJIE€IOBATEILHOCTh PEIUANBUPYIOIINX
KPOBOM3IUSHUN ¢ (OPMHUPOBAHUEM IMOPOYHOTO Kpyra «KpOBOTE€YEHHE - CHUHOBHUT -
KPOBOTEUEHHE», BEAYIIEro K pa3pylICHHIO Xpslla U XPOHUYECKOM apTpomnaTHd,
xopouio onucaHa B nureparype [104, 130, 142], a posb MOBTOPHBIX T€MapTPO30B KAK
OCHOBHOT'O MEXaHU3Ma WHBAIUJU3AIMKU MPU TeMODUINKA HE BBI3BIBAET COMHEHHUM
[130, 142]. [lonydeHHbIe JaHHbIE MOATBEPKIAIOT, UYTO MPHU TAHKEIOM TEUECHUU U
HEJIOCTATOYHOW 3aMECTUTENIbHOW TEpaluh CYCTaBHBIE OCJIOKHEHUS 3aKOHOMEPHO
JOMUHUPYIOT B KIMHUYECKON KapTUHE, a IPUCOeAUHEHUE OaKkTepuaIbHON HH(PEKITUU
CYILIECTBEHHO YTSKEIISET MPOTHO3.

JleTanpHbIN aHAIU3 JIOKaJU3allMi CyCTaBHBIX MOPAXKEHUN YTOUHUI CTPYKTYpPY
reMoUIMYeCcKOd apTpoNaTuu B UCCIeAOBaHHOU koroprte. Ilpu cpenHeTsxkeénoM u
TSOKEIOM TEUYCHUM MPeo0JIasiajio BOBJICUCHHUE KOJICHHBIX CYCTaBOB, KOTOpBIE MPH
CpeIHeTsHKENON reMopmiInK A ropaxkaiauck B 54,7% HabmoieHui, a npu reMopuiiuu
B - B 68,7%; TOn€HOCTONMHBIE CyCTaBbl 3aHUMAJIA BTOPOE 1O YacToTe MecTo (26,3% u

16,6%), nanee cnenoBanu jokTeBbie (15,2% u 14,5%). lIpu TsHKENOM TEUEHUU CIIEKTP
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HOpaXEHUH Yy B3pOCIBIX pacIIUpsUics 3a CU€T Ta300€ApPEHHBIX CYCTaBOB,
BoBJekaBiuxcsa B 13,0% wnaOmonenuit mpu remopuinu A, TOra Kak B JIETCKUX
MOATPYNIIAX MOPaXEHUs JTAHHOM JIOKAJIW3alMM HE PETUCTPUPOBAIUCH. Y JETeN
CyCTaBHOM CHHJPOM KOHIIEHTPUPOBAJICS NPEUMYIIECTBEHHO B KOJEHHBIX H
TOJIEHOCTOITHBIX CYCTaBax, YTO COOTBETCTBYET HAYAJIbHBIM CTaJAMSIM apTpONaTHH U
noau€pKrUBaeT OOpaTUMBIN HAa JaHHOM JTale XapakTep H3MEHEHUW. BbIsiBIeHHBIC
pa3nuuMs 0 4YacTOTE IMOPaKEHMsSI KOJIEHHBIX M TOJIEHOCTOIHBIX CYCTaBOB MEKIY
dbopMaMu B psjie cTpaT JOCTHraau craructudeckoi 3Haummoctu (P=0,032-0,041).
[IpenmyliieCTBEHHOE BOBJICYEHHE KPYIHBIX CYCTABOB HIKHUX KOHEUYHOCTEH H
BO3pAacTHOE PACIIMPEHUE CIIEKTpa MOPaKEHUH B CTOPOHY Ta300€ApPEHHBIX CyCTaBOB
COOTBETCTBYIOT YHHUBEPCAIBHBIM 3aKOHOMEPHOCTSIM TEYEHHS TeMO(MINYeCcKOon
apTpoOIaTUH U €€ MPOTPECCUPOBAHUS C HAKOTUICHUEM MOBTOPHBIX reMapTpo3oB [104,
130, 142]. IlomyueHHas kapThuHa OOOCHOBBIBACT TPUOPUTETHOE BHHMAaHUE K
COCTOSIHUIO KOJICHHBIX U TOJIEGHOCTOIHBIX CYCTAaBOB MPU JAUCIAHCEPHOM HAOIIOACHUH,
OCOOEHHO Yy JeTeld, y KOTOPBIX CBOEBpEMEHHas Npo(UIaKTHKa CIOCOOHa
PeIOTBPaTUTh GOPMHUPOBAHUE HEOOPATUMBIX U3MEHEHU.
KinuHuko-peHTrenosornyeckas u yjiabTpacoHorpaduueckas OleHKa CyCTaBOB
BBISIBUJIA BBIPAKEHHBIE BO3pPACTHbIE UM (OPMO3AaBUCUMBIE pa3inuusi. Y B3pOCIOrO
KOHTHHIE€HTa IMpeolsiajaia XpOHUYECKas Mporpeccupymomas reMopuinyeckas
apTponaTHs ¢ HOCTOSTHHBIM OOJIEBBIM CHHAPOMOM, OTPaHUYEHUEM 00bEMA IBHIKEHHH,
KOHTpakTypamMu U JaeopManusMu, a PEHTICHOJIOTUYECKU - CYKEHHE CYCTaBHOM
HIeNM, CYOXOHJIpaJIbHBIM CKJIEpO3, OCTeO(QUTHl, KHUCTOBUAHAsA MEpecTpoiika U
nedopmaliis CyCTaBHbBIX MOBEPXHOCTEN ¢ HanboJiee YaCThIM BOBJICUEHUEM KOJIEHHBIX,
TOJIEHOCTOITHBIX U JIOKTEBBIX CYCTaBOB, @ MPH TSHKENBIX (POPMAX - TAKIKE IIICYEBBIX U
Ta300€IpeHHbIX. Y JeTei CyCTaBHOW CHHIPOM HOCHUJ MPEUMYIIECTBEHHO OCTPBIH,
PEIUANBUPYIOMIMIA U OOpaTUMBI XapakTep € MHUHUMAIbHBIMH CTPYKTYPHBIMH
U3MEHeHUsIMU U 0e3 popMmupoBaHus rpyosix nedopmanuii. [logoOHas Bo3pacTHas
HBOJIIOLMSL 3aKOHOMEpPHAa U OTPaKaeT KyMYJISTUBHOE HAKOIUIEHUE MOBTOPHBIX
reMapTpO30B C IPOTrPECCUPOBAHUEM apTPOIIATHH 110 MEPE YBEIUUEHUS JITUTETBHOCTH

ooneznu [130, 142], yro mpuaaér ocoOyr 3HAYMMOCTb paHHEW MPOPUIAKTUKE
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CYyCTaBHBIX OCJIOKHEHUW Yy JeTed. YIpTpacoHOrpauueckoe WCCIeI0BaHUE
MIPOJIEMOHCTPHPOBAJIO BHICOKYIO YYBCTBUTEIHLHOCTD B BHISBJICHUN PAaHHHUX MTPU3HAKOB
MOPKEHUS: YK€ TPH JETKOM TEUEHUU DSIH30JMYECKHE IMOBTOPHBIC TEMapTPO3bI
JIOCTOBEPHO Yallleé PErUCTPUPOBAIUCH MpU remoduiuu A, yem npu remodpunuu B
(85,7% mpotus 20,0%; p=0,015), Torna kak HauOOJIBIITNE MEKIPYNIOBBIC PA3IUUUS
MPOSIBIUIACH TipH TsDKENOM TeueHuu. [Ipu Tsoxénoit remodmimu A 3HaAUMMO yare,
yeMm npu remoduiivu B, BeIBISIIMCH AedopMaliis CycTaBHBIX moBepxHocTei (92,6%
npotuB 42,3%), pubpo3HbIe BKIIOUEHHS B 1O0CcTH cycTaBa (92,6% mpotus 38,5%),
pacuiupenue cycraBHoil monoctu (88,9% mnpotuB 38,5%), KpOBOM3IUSHHS B
CHHOBHAJIBHYIO 000510uKy (85,2% mnpotuB 34,6%) u MenkooyaroBasi KOCTHas
necrpykuust (77,8% mnportus 30,8%) npu ypoHe 3Hauumoctu P<0,001, a Takxke
npusHaku quddysHoro ocreonoposa (59,3% npotus 26,9%; p=0,029). [Tonyuennsie
pe3yibTaThl COTJACYIOTCS C JAHHBIMHM JIYYEBBIX METOJOB O 0o0Jiee BBIPAXKEHHBIX
CTPYKTYPHBIX HM3MEHCHHSX TpPH THKENBIX (OpMax W TMOATBEPKIAIOT IIEHHOCTH
MHCTPYMEHTAJIbHOTO MOHUTOpPUHTA CycTaBoB [28, 61, 62]. YuursiBas JOCTYIHOCTb,
0€30MacHOCTh U MH(POPMATUBHOCTH YJBTPAa3BYKOBOTO METOJIa, €ro Ieaecoo0pa3Ho
paccMaTpuBaTh KaK MPUOPUTETHBIA WHCTPYMEHT PAHHETO BBISBJICHHS apTPOIIATHH B
YCIOBUSIX ~ OTPAHMYEHHBIX PECYpPCOB, JIOMOJHSAIOMIMK  CTaHIapTU3UPOBAHHBIE
KJIMHUYECKHUE MIKaJIbl OIIEHKU COCTOSIHUS CYCTaBOB [86].

VYabTpaconorpaduueckas XapakTepUCTHUKA MOPAKEHUN MpU CPEAHETHKETIOM
TEYEHUW JIOTNOJHUJIA TMPEACTABICHHE O TEPeXOAHOM JTane (HOPMHUPOBAHUS
apTpornatuu. B 1aHHOM cTpare yacToTa MOBTOPHBIX reMapTpo30B cocTaBiisuia 60,9%
npu rtemopmwmu A u 47,8% mupum remopwmm B, XpoOHWYECKHWH CHHOBHT
peructpupoBayics y 52,2% u 43,5% OONbHBIX, YTOJIIEHUE CYCTaBHOW KAarCyJbl - Y
43,5% wu 34,8%, a pa3pactaHue CHHOBHAIBHON 000J0YKH C (PUOPO3ZHBIMU
n3MeHeHus MU - y 21,7% u 8,7%; cTaTHCTHYECKH 3HAYNMBIX MEKTPYTITIOBBIX Pa3THIHMA
Mo JaHHBIM Tpu3Hakam He mnonydeno (p=0,420-0,768), duro yKa3pIBaeT Ha
COTIOCTaBUMYIO TIPEICTABIICHHOCTh PEAKTHBHO-BOCTIAIUTEIHLHBIX H3MEHEHNN HA ITOU
craaud. HapactaHue 4acTOThl M BBIPAXKEHHOCTH ACCTPYKTUBHBIX MPHU3HAKOB MpPHU

Mepexo1€ K TSI)KéJ'IOMy TCUCHUIO, ¢ MAKCUMAJIbHBIMHU MCKTPYIIIIOBBIMUA PA3JIMYNAMU B
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noyib3yy  Oonee  TSOKENOro  mopakeHws npu  remodmimu A,  OTpaxkaer
MOCJICIOBATEIbHYIO TpaHC(HOPMAIMIO PEaKTHBHOTO CHHOBHTA B HEOOPATHMYIO
apTponiaThio. BBICOKas YyBCTBHUTEIBHOCTH YJIBTPA3BYKOBOTO METOJAa K paHHUM
U3MEHEHHUSIM, €ro JOCTYMHOCTh M 0O€30MacHOCTh JENal0T €ro ONTHMalbHBIM
WHCTPYMEHTOM JIMHAMUYECKOTO HAOJIOICHHUS B YCIOBUSX OTPAHHYCHHBIX PECYPCOB, a
COUETaHWE MHCTPYMEHTAIBHOW OIIEHKU CO CTaHJAAPTU3UPOBAHHBIMU KIMHUYECKUMU
[IKaJaMU COCTOSIHUSI CYCTaBOB IIOBBIIIAET TOYHOCTH CTAIUPOBAHUS U TO3BOJIIET
O00BEKTUBU3UPOBATh AP(HEKTUBHOCTh JIEUEOHO-NPOPUIAKTUYECKUX MEPONPUATUN
[86].

HccnenoBanue nokasareneil nepupepruieckoil KpoBU BBISIBUIIO 3aKOHOMEPHYIO
3aBUCUMOCTh BBIPAKEHHOCTH aHEMHYECKOTO CHHIPOMA OT TSKECTH 3a00JICBaHMSI.
YpoBeHb remorio0rHa ObUT HanOoJee HU3KUM TP TSHKEIOM TEYEHUU U COCTABIISUT
npu TspkEmoi remodunun A 55,0 [49,4; 59,8] r/n npotus 84,9 [80,1; 89,7] r/a nipu
cpeaHeTsOKENON hopme, a pu TskEnor remoduauu B - 71,1 [65,2; 75,1] v/ npoTus
96,9 [92,6; 102,7] r/n (p<0,001), mpuuém Hambosiee HeOIArOMPUITHBIE 3HAYCHUS
peructpupoBanuch npu TsoxEnod remoduimu  A. CylIeCTBEHHBIM  SIBISIETCS
OTCYTCTBHUE PETUKYJIOLIMTO3a Ha (DOHE BHIPAKEHHON aHEMUU: YPOBEHb PETUKYJIOLIUTOB
BO BCEX I'PYIINAX OCTABAJICA HU3KUM, YTO OTPAKACT OrPaHUUYEHHYIO0 KOMIIEHCATOPHYIO
aKTHUBAIIMIO DJPUTPOION3a M, BEPOSTHO, POJb JeduimTa xKemesa, XPOHUUECKOTrO
BOCTIAJICHUS M JTUTEIBHBIX MOBTOPHBIX KPOBOMOTEPh. KoMW4ecTBO TpOMOOIHMTOB
COXpaHsUIOCh B Mpejenax pedepeHCHbIX 3HAYEHUM, a MoKa3aTenu JEHKOIUTapHOU
(GOpMYyJIBI CYIIECTBEHHBIX CJIBUTOB HE JEMOHCTPHUPOBAIM, YTO TOJATBEPIKIACT
BEyIIYI0 poJib Aeduinta GakTOpoB CBEPTHIBAHUS B IMATOTCHE3E TEMOPPArUUECKOTO
cuapoma [6]. [ToBeimenne COD mipu TKENBIX POopMax 3aKOHOMEPHO CBSI3BIBATH C
aHEeMHUEeH, XPOHHYECKHMM BOCTaJieHHWeM Ha ¢OHE TMOBTOPHBIX TE€MapTPO30B U
JUTUTEITHBIM TEYCHHEM apTPOIIATHH.

N3ydenne cucTteMbl TeMocCTaza IMOATBEPAWIIO KOAryJOMaTHUYECKYI0 TPHUPOIY
3a0oneBaHus. Y OOJBHBIX CO CPEAHETSDKENBIM TEUYCHHWEM II0 CPaBHCHHIO C
KOHTPOJILHOM TpYyNmod OTMEYanoch 3HAYMMOE VYJIMHEHHE aKTUBUPOBAHHOIO

JaCTUYHOTO TPOMOOIIaCTUHOBOTO BpeMenH - 1o 38,0 [37,7; 38,4] ¢ npu remoduinu
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A u 37,0 [36,8; 37,2] ¢ npu remopunuu B mipotus 29,0 [28,6; 29,4] ¢ B KOHTpoOJE
(p<0,001), mpw COMYyTCTBYIOIIEM CHI)KEHUM 4YHUCIA OSPUTPOLUTOB W YPOBHS
remoriioouHa. YanuHenue AUYTB npu coxpaHHOW aKTMBHOCTH TPOMOOLMTapHOTO
3BE€Ha COOTBETCTBYET KJIACCHMYECKOM NabopaTopHOM KapTuHe neduimra (QaxTopos
BHYTPEHHETO MYTH CBEPTHIBAHUS U CIY>KUT OMOPHBIM JUATHOCTHUYECKUM OPUEHTUPOM
[57]. Ilpum TsA%EIOM TEYEHUH, MACCHUBHBIX KpPOBOTEUEHHSIX U Pa3BUTUU
JMCCEMUHUPOBAHHOTO  BHYTPUCOCYAMCTOTO  CBEPTHIBAHUSA  JIOMOJHUTEIBHO
OTMEUaJIOCh CHWXEHUE YypoBHS (¢uOpuHOreHa, D-gumepa u mpoTpoOMOMHOBOIO
WHJIEKCA, YTO COIJIaCyeTCsl C TMPEJCTABICHUSIMU O BTOPUYHOM HCTOIICHUU
reMOCTaTUYECKOT0 MOTEHIIMaa Ha (POHE THKETOTO TeMopparundeckoro cuuapoma [31,
34]. TlonyuyeHHble JaHHbIE OOOCHOBBIBAIOT HEOOXOJUMOCTh KOMIIJIEKCHOTO
71a60paTOPHOTO MOHUTOPHUHTA TEMOCTa3a P JUCTIAHCEPHOM HAOIIOACHUH, OCOOEHHO
y OOJIBHBIX C TAKETBIMU (HOPMaAMH.

Merabonuyeckuii mpoduasr  OONBHBIX TeMmodwinel XapaKTephU30BaJICs
BBIPDAKEHHBIMU MPU3HAKAMU HYTPUTHUBHOM HENOCTATOYHOCTH. MHAEKC macchl Tena
OBLJT CTATUCTUYECKU 3HAYUMO HUIKE, YEM Yy 3JIOPOBBIX JIWIl, U cocTaBisut 18,6 [17,7;
19,5] xr/m? mpu remopunuu A u 20,0 [18,9; 21,0] kr/m? npu remodunuu B mpotus
22,6 [21,1; 23,7] xr/m? (p<0,05), ¢ aHAJIOTMYHBIM CHHXKCHHEM OKPYKHOCTH TaJIHH.
buoxumudeckuii aHanu3 BeISIBUII CHUXKEHHE 00111ero xonecrepuHa (3,30 [3,10; 3,50] u
3,53 [3,22; 3,82] mmonw/n mpotuB 4,46 [4,09; 4,82] mMmonb/i1), XojecTepruHa
JUTIONPOTEUA0B HU3KOU TuiotHoctu (2,01 [1,74; 2,27] n 2,31 [2,11; 2,52] mmonb/n
npotus 2,70 [2,50; 2,90] Mmmos/n) 1 ypoBHs Titoko3sl (3,51 [3,30; 3,71] u 3,69 [3,51;
3,89] mmoune/n nipotus 4,79 [4,53; 5,07] mmouns/n) npu P<0,001, a Takke CHIKCHHE
nokaszarenei azotuctoro oomeHa. CylIECTBEHHBIX Pa3iuyuil MO0 METabOJUYECKUM
napaMeTrpaMm Mexay remoduiineit A u B He BBISIBIIEHO, YTO YKa3bIBAa€T HA CUCTEMHBIM
U TUIIOHE3aBUCUMBIN XapakTtep wu3MeHeHud. I[lomydeHHble OaHHBIE IOMYCTHMO
MHTEPIPETUPOBATh KaK OTPAKECHHUE OEIKOBO-PHEPIETUUYECKONM HEIOCTATOYHOCTH U
CHW)KCHHOM MBIIIEYHOM MAacChl TIPH XPOHUYECKOM 3a00JeBaHWU, XOTS IS
OKOHYATEJIbHON MPUYUHHOM TPaKTOBKU TpeOyercss y4y€T yciaoBuUM 3abopa KpOBH,

XapaKTepa IMMuTaHuAa 1 CI)YHKI_II/II/I MCUCHH U MOYEK. SHAUUMOCTh HYTPUTHUBHOI'O CTATyCa
159



¥ KOMOpOUHOTO (hOHA BO3PACTAET [0 MEPE YBEIMUEHUS MPOAOKUTETbHOCTH KU3HU
OOJIBHBIX, YTO B MHUPOBOM JHUTEpAaType paccMaTpUBAECTCS B KOHTEKCTE W3MEHEHUS
CTPYKTYpPBbI COMYTCTBYIOIIEH MaTonoruu npu remopunuu [90, 112].

Hapyuienus MuHepanbHOrO OOMEHa M COCTOSTHUSI KOCTHOM TKaHW COCTaBUIIU
OJIHy W3 HauboJiee JAEMOHCTPATUBHBIX HAXOJOK paboOThl. Y B3POCIBIX OOJBHBIX
BBISIBJICHO 3HAYMMOE CHIDKEHHE YPOBHS Kambius (Ipu cpeaHeTskeEnpx popmax 1,50-
1,90 MMounb/11 POTUB 2,27 MMOJIB/JT B KOHTPOJIE, TPH TskENoNU reModunuu A - 1o 1,30
MMOJTB/JT), HATPUS U KaJusl, a TaKKE€ BBIPOKCHHBINA AeduuT Butamuua D, Hanbonee
riryookuit ipu Tsxénon remopunuu A (13,3 [12,3; 14,3] ur/mu npotus 23,3 HI/MI B
koHtposnie) npu P<0,001. JleHCUTOMETpUYECKOE UCCIEAOBAHUE OOHAPYKUIO
dbopMopaznuuus B CTPYKType KOCTHBIX HapyIIEHUH: mpu remopminu A mpeobdagan
ocreornopo3 (13 u3 15 OonbHbIX; 86,7%) co 3Hauenuem T-kpurepus -2,71 [-2,79; -
2,50], Toraa kak npu remopunuu B yamie perucrpupoBaniack ocreonenus (11 u3 15;
73,3%) upu T-xkpurepum -1,54 [-1,58; -1,43], npuuém pasiauuus M0 JOJSIM
OCTEONOpO3a M OCTEONEHUU MEKIy (GopMamMu ObLIM CTAaTUCTUYECKH 3HAYMMBI
(p=0,003). [TaToreHeTH4ECKN CHUKCHUE MUHEPAIbHON TUIOTHOCTH MPHU TeMOPWIAN
CBS3BIBAIOT C OTpaHWYEHUEM (PU3NYECKON aKTHMBHOCTH BCJEICTBHE apTpPOMNaTHH,
XpOHUYECKUM  BOcHajeHue™m, jAepuuuroMm BuUTamMuHa D u  moBTOpHBIMU
KPOBOM3JIUSHUSAMH B KOCTHO-CYCTaBHBIE CTPYKTYPBbI, YTO IIOATBEPKAAECTCS U JaHHBIMU
O BBIPAXEHHBIX CTPYKTYPHBIX H3MEHEHMSX Mpu TKETBIX ¢dopmax [130, 142].
[TomydeHHble pe3ynbTaThl OOOCHOBBIBAIOT BKIIIOUEHHE JACHCUTOMETPUHU, KOHTPOJIS
YpPOBHSI BUTaMHHAa D W 31EKTPOIMTOB KpOBH € HMX KOPPEKLHMEW B Iporpammy
JUCIIAHCEPHOTO HAOJIOIEHUS, TPEXK/IE BCETO MPU TAKEIOU reMopuianu A.

Ananu3 npuoOpeTréHHor Gopmbl reMoUIUU, HECMOTPS Ha Majblii 00bEM
BbIOOpKH (N=8; M0 4 MY>XYMHBI U KEHIIMHBI), TMO3BOJMUI OUYEPTUTH €€ KIMHUKO-
ATUOJIOTHYECKOE cBOcoOpasue. 3aboeBaHue OTIIMYATIOCH 00Jiee O3 JHUM J1€0I0TOM U
Oonblllel TSDKECTBIO TEYEHHS U Pa3BUBAIOCh IMPEUMYILECTBEHHO Ha (oHE
ayTOMMMYHHOM, OHKOJIOTUYECKON M XPOHUUYECKOW COMATUYECKOUN MaTOJIOTUU: CPeIn
MY>KYUH BBISIBJICHBI MHOKECTBEHHas: Muenoma, auMmdpoma u BUY-undexuus, cpeau

KCHIIHWH - CUCTCMHAA KpaCHasa BOJIYaHKaA, 3JIOKAYCCTBCHHEIC HOB006pa30BaHI/I$I MaTKHu
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U TIOCIIepOJIOBOE cocTosiHue. BospacT Oo0npHBIX OBbUT ONM30K B 00eWx Tpymmax
(my>xuunbl 65,5 [60,9; 67,1] rona, xenmuusl 59,4 [52,8; 64,9] rona; p=0,486), kak u
aktuBHOCTH paktopa VIII (3,1 [2,1;4,2]1% u 4,8 [3,8; 5,1]%; p=0,486) u 11U TEIHHOCTH
rocriutanu3ainuu (okojio 20 cytok). OTCYyTCTBHE 3HAYMMBIX MOJIOBBIX PA3NIMUUNA TIO
4acTOT€ PEIUIUBOB M PEMHUCCUM COOTBETCTBYET OIPAHUYEHHON MOITHOCTH
WCCJIEIOBAHUS TIPU MaJIOM uKciie HaOmoaeHui. [lomydeHnbie JaHHBIE COTTIACYIOTCS C
oOmielt KoHIenIue npuoopeTéHHON reMOopUINU Kak ayTOMMMYHHOTO COCTOSTHUSA
MPEUMYIIECTBEHHO TMOXWJIOrO BO3pacTa ©  MNOAYEPKUBAIOT  HEOOXOJIUMOCTD
MOBBIMICHUS] HACTOPOKEHHOCTH Bpaued Pa3IMUHBIX CIEIUATLHOCTEH B OTHOIICHHUH
JTAHHOM MaTOJOTUHU IPU AyTOMMMYHHBIX U 3JI0Ka4€CTBEHHBIX 3a00sieBaHusx [124].
KommiekcHast orieHka MyJIbTUKOMOPOUIHOTO U MYJIBTUMOPOUIHOTO CTaTyca
MPOJIEMOHCTpUpOBaia Oojee TskENOe OpemMsi COMyTCTBYIONIEH NATOJIOTMHM TpU
remodunuu A o cpaBHeHuro ¢ remodunueit B. Ilpu cpennersokénom Teuenuun (=291
npoTuB N=48) B CTPYKTYypE€ MYJIbTHKOMOPOHUIHBIX COCTOSIHUN, MAaTOr€HETUYECKHU
CBS3aHHBIX C OCHOBHBIM 3a0OJieBaHMEM, MNpU TeMOPUIMM A 3HAYUMO YaIlle
PETUCTPUPOBAIHUCH MeTabonnueckre HapyeHus (86,9% npotus 31,2%), octeonopos
(85,6% mpotus 22,9%), remaptpo3 (79,0% npotus 16,7%), remaromsl (77,0% npoTus
14,6%), cnontanubie kpoBoteueHus (67,0% mnporus 14,6%), xpoHuueckas O0JIb
(52,9% mnpotus 12,5%), remodunuyeckas Hedpomnatus (52,9% npotus 22,9%),
kapauomuonarus (50,2% npotuB 10,4%) u &KedyI0YHO-KUILIEYHBIE KPOBOTEUCHHUS
(47,1% npotus 6,2%) npu ypoBHe 3HaunMocTtu P<0,001. TpeBoKkHO-AETPECCUBHBIN
CUHAPOM BBISBIISIJICS TPAKTUYECKH y BceX OonbHBIX remodunueir A (100,0%) u y
93,8% OompHbIXx Temodmmuerr B (p=0,003), dYTO mMOATBEpKIAET BBICOKYIO
MICUXO0AMOIIMOHAIBHYIO Harpy3Ky XpOHHUYECKOTO reMOpparudeckoro 3a00JeBaHus U
COTJIaCyeTCS C JAaHHBIMU PETUCTPOBBIX UCCIIEIOBAHUI O 3HAUUTEIIBHOM MOTpeOIeHUN
00€300JIMBAIOIIUX W TICUXOTPOIHBIX mpenapaToB mnpu remodumuu [139]. Cpenu
MYJIBTEMOPOUIHBIX COCTOSTHUM, HE CBA3aHHBIX C TEMO(DIINEH MaTOreHETHIECKH, PU
reMmopwimn A 4Yamie OTMEYAINCh XPOHHUYECKUH XOJCHUCTUT WU XPOHUYECKHUM
nankpeatut (o 83,5% mpotuB 35,4% u 31,2%) u umemudeckas 00Je3Hb cepila

(43,0% npotuB 20,8%; p=0,004), Torna kak Mo apTepUAIbHON THUIEPTEH3UH U
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caxapHoMy aua0eTy 3HAUYMMBIX Da3NHuuii He ToiydeHo. Hapacranue 3HaummocTu
BO3pACT-aCCOLIMMPOBAHHON  KOMOPOHWIHOCTH, BKJIKOYAas  CEPACHYHO-COCYIUCTHIC
3a00J€BaHMs, IO MEPE YBEIUYEHUS MPOJOJDKUTEIIBHOCTH KU3HU OOJIBHBIX OMKUCAHO B
MupoBoi autepatype [90, 112] u npuobGpeTaeT MpakKTUIECKYI0 aKTyaldbHOCTb W JJIS
pECITyOJINKHY.

AHanu3 MyJIbTHKOMOPOUIHOTO CTaTyca Y AETCKOTO KOHTHHTEHTA MOATBEP NI
(bOopMO3aBUCUMBII U TSHKECTE3aBUCHUMBIN XapaKTep COMyTCTBYIOMIEH naronoruu. [lpu
TSOKEIOM TedeHuu reMopuwinu A y jJeTed MNpakTUYeCKH BCE MAaTOT€HETHYECKHU
CBSI3aHHBIC C 3a00JIEBAHMEM OCIJIOKHEHUSI PETUCTPUPOBAIUCH C BBICOKON YaCTOTOM:
reMapTpo3 BbIABIUICS ¥ Bcex 00abHBIX (100,0%), remaTtomsl - y 82,3%, crioHTaHHbBIE
KpoBoTeueHus - y 77,0%, xponuueckas 00ib - y 75,2%, remodunnyeckast HedpornaTus
-y 68,1%, xpoHnueckass mocrremopparuueckas anemus - y 64,6%. XpoHudyeckui
MUETOHEPPUT MPU THKEIOM TEUEHUU TeMoPriInu A BCTpeyascs CYIIECTBEHHO Yallle,
yeM npu cpeaHeTskeénom (50,4% npotus 19,4%; p<0,001), yTo oTpakaeT HapacTaHUE
MOYEYHOM MATOJIOTUM 10 Mepe yTsHKEJIeHHs 3a00JIeBaHMs YK€ B JIETCKOM BO3pacTe.
Py MynbTUMOpPOUIHBIX COCTOSIHUM, HE CBSI3aHHBIX C TeMO(UIIMEN MaTOreHEeTUYECKH,
BKJIFOYAsi XPOHUYECKHUM FACTPUT U TAHKPEATUT, BCTPEHAJICS C COITOCTABUMOM YaCTOTOU
pu 06eux Gopmax (p>0,05). Pannee dhopmupoBanue THKEIOT0 KOMOPOUAHOTO PoHA
npu TSOKENOHM remMopuianu A y JAeTed yKa3blBaeT Ha KYMYJISITUBHBIM XapakTep
OCJIOKHEHWM U MOTUYEPKUBACT PEIIAIOIIEE 3HAUCHUE CBOEBPEMEHHOM 3aMECTUTEIIBHOM
Tepanuu U Npo(HIaKTUKU KPOBOTCUEHUM JJIsi MPEOTBPAICHNS UHBAIUIU3AIUNA BO
B3pociaoM Bo3pacte. [lodyyeHHble AaHHBIE COTJACYIOTCA C MPEACTABICHHEM O
MPOTPECCUPYIONIEM HAKOIUICHHWM OpPraHHOW MaTOJIOTMM MpPU  HEJAOCTATOYHO
KOHTPOJIMpPYEeMOM TeueHuu 3adoseBanus [ 130, 142].

Ocoboro  BHUMaHHS  3aciyXuBaeT  remodminyeckas  HedpomnaTus,
pa3BUBABIIASICS MPEUMYLIECTBEHHO MpPHU TSHKEIOM TEYEHUHM M MPOTPECCHUPOBAHUU
3a0oneBaHus. Y OonbHBIX TemMopuianeili A u B BbIABICHBl KalbKyJIE3HBIN
nuenonedpur (67,0% u 35,0%), noueunas HemoctatroyHocTh (63,0% u 29,0%) u
ruaponedpos (35,0% u 19,0%), a cpean KIMHUYECKUX MPOSABICHUM Mpeodiiaganu

00JIM B NOSICHUYHOM 00JIaCTH, MOXYJaHUE, OJTUTOAHYPHsl, TOBBIIIEHUE ApTEPUATIBHOTO
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NABJIEHUS, IU3ypHUs, HOCOBBIE M JIECEHHbIE KpoBoTedeHHs. IlopakeHne mouek
CONPOBOXKJIAJIOCh YCTOMYMBOM MPOTENHYPUEN, HIWIMHAPYPUEN U MaKpOreMaTypHen,
MOBBIIIIEHUEM YPOBHs kKpeatruHuHa (ripu reMmodunu A 305,0 [280,0; 330,0] MxMoOb/1,
npu remoduauu B 173,0 [150,7; 195,3] MKMOJIB/JT) ¥ TIOYTH ABYKPATHBIM CHHYKEHHEM
CKOpOCTH KiIy0oukoBo#t ¢uibTpanuu (53,0 [51,0; 55,0] mporus 73,0 [59.5; 86,5]
mi/mun/1,73 m?). bonee BbIcOKas 4YacToTa W BBIPAKEHHOCTh HEPPOINATUU TIpU
remMmopmiinu A 3aKOHOMEPHO COMOCTAaBUMa C OOJBIIEH TAKECTHIO TEMOPPAruYECKOro
CUHJpOMa M CTPYKTYPHBIX W3MEHEHUU mnpu JaHHoW (opme. Paszputue y yactu
00JBHBIX TeMOpUINEN XPOHUUECKOH MOYeYHON MAaTOJIOTHH, BKIIIOYas KaJlbKyJIE3HbIN
NUEIOHEePPUT, TOYEUHYIO HEJAOCTaTOYHOCTh U THUJPOHEPPO3, cornacyercs c
OT/ACIbHBIMH HaOMIOACHUSIMHU crienaauctoB [129, 130] u 000CHOBBIBAET BKIIOYCHHE
OLICHKHU ()YHKIIMH MMOYEK B MpOrpamMmy HaOI0/IeHUs OOJIbHBIX C TSHKETBIM TEUCHUEM.

O060011as KIMHUKO-TA00paTOPHBIE PE3YbTAThI, CIEAYET KOHCTATUPOBATD, UTO
BO BCEX MCCIIEIOBAHHBIX JIOMEHAX - IeéMaTOJIOTMYE€CKOM, IN€MOCTa3hOJIOTHYECKOM,
MEeTa00JINYECKOM, KOCTHO-MHUHEPATLHOM U KOMOPOUIHOM - reMopuins A mpoTekaia
Tsokenee remowinu B, 9Tto mposiBismioch Oojee TiyOoKoil aHemuel, Oomee
BBIDAKEHHBIMU ~ CTPYKTYPHBIMH ~ HM3MEHEHUSIMU  CYCTaBOB, 0Ooljiee  TKEIBIM
OCTEONOPO30M M 00JIee BBICOKOM 4acTOTO# comyTcTBYyromend narojoruu. [logoOHas
(GOpMOpPa3IUYHOCTh COTJIACYETCSl C MPEACTABIEHHEM O TOM, UTO TSKECTh
KJIIMHAYECKOTO  (PEeHOTUIa OMpeseNnsieTcs CTENEeHbI0 CHUIKEHUS aKTUBHOCTH
neUIUTHOTO (pakTopa, KOTOpas, B CBOIO OYEpEeIb, 3aBHCUT OT MOJEKYJSIPHOTO
nedexra [124]. Tum MyTtanmuu UMEET MPSIMOE OTHOIICHHE HE TOJIBKO K TSDKECTH
KPOBOTOYMBOCTH, HO U K PUCKY Pa3BUTHS UHTUOUTOPOB, YTO B MUPOBOU JIUTEpATypE
paccMaTpHuBaeTCsli KakK BakHelmmid Qaktop, omnpenensronuii  3QQPEeKTUBHOCTD
3amectutenbHor Teparmuu [102, 108]. XoTts wHrubutopHas GopMa B YCIOBHUSIX
pecnyOIuKHd CHenuaibHO HE M3yyajach BBUAY HEJOCTYIMHOCTH COOTBETCTBYIOIIEH
7a00paTOpHONl ~ AMArHOCTHKH, COBpPEMEHHbIE JaHHble O 0ojiee  BBICOKOM
MMMYHOTE€HHOCTH OTAEJBbHBIX MPENapaToB U O 3HAYEHUH N'€HETUYECKUX U CPEIOBBIX
(dbakTopoB pa3BuTHS UHTUOUTOPOB [93, 123] yka3bIiBalOT HA HEOOXOAMMOCTh CO3/JaHUS

B pecny6n1/11<e BO3MOXXHOCTEH IJIs1 UX BBIABJICHUWA, IIOCKOJIBKY ITOABJICHHUC I/IHFI/I6I/ITOpa
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KapJMHAIBHO yXYAIIAeT IPOTHO3 B TPEOyeT MPUHIMITHAIBHO UHBIX TEPAEBTHUYECKUX
MOJIXO/I0B.

VYcranoBiieHHass B paboTe (OpMOPA3NUYHOCTh KJIMHUYECKOro (eHoTumna
3aKOHOMEPHO pPACCMATPUBAETCSI B KOHTEKCTE MOJIEKYJSPHO-TEHETUYECKUX OCHOB
3a0osneBaHusl. TspKeCTb KpPOBOTOUMBOCTH — OINPEAEINSIETCSl CTENEHbIO CHMXKEHMS
aKTUBHOCTU neduiuTHOro (hakTopa, KOTOpasi, B CBOIO OuY€pelb, 3aBUCUT OT THUIIA
MaTOT€HHOTO BapuaHTa B reHax, konupyronmx gakropsl VI u IX; Hanbonee Tsoxénpie
MOJIEKYJIIpHBIE Je(EKThl ACCOLUUUPOBAHBI C MMOJIHBIM OTCYTCTBHEM CHUHTE3a (DaKTOpa U
C TIOBBIIICHHBIM PHUCKOM pa3BUTUs UHruOutopoB [124]. JlaHHbIE MUPOBOIl
JUTEpaTypbl  CBHUJETEIBCTBYIOT, 4YTO THUI MYTallMd CIY>KUT  BaXKHEHITUM
JNETEPMUHAHTOM HMMMYHHOI'O OTBETa Ha BBOJMMBIN (PaKTOp, a PUCK OOpa30BaHUA
WHTUOUTOPOB HanOoJiee BBHICOK MPHU KPYIHBIX JENENHsIX W HOHCEHC-MyTauusx [93,
108]. IlosiBneHue WHrHOMTOpa KapJAMHAIBHO YXYAMIA€T MPOTHO3, IOCKOJBKY
CTaHJapTHas 3aMECTUTENIbHAs Tepanus CTaHOBUTCA HedPPeKTuBHON U Tpedyer
MPUMEHEHUS MPUHIIMIIUAIBHO UHBIX MOAX0/I0B, BKIIOYAsl HIIYHTUPYIOIIUE MPErapaThl
U UHAYKOWIO UMMYHHOW TosepaHTHOCTH [102]. 3HayeHue TuIla KOHILIEHTpaTa U
TeHETUKO-CPEJIOBBIX (PAKTOPOB B Pa3BUTHH WHTHOUTOPOB OCTAETCS MPEIMETOM
akTUBHOTO wu3ydeHus [123]. XoTs B YCJIOBHUSX pECHyOJIMKH OMpeIeSICHHE
MHTUOUTOPOB M MOJIEKYJIIPHO-T€HETUYECKass IMarHOCTHKA HE MPOBOJUIIUCH BBUIY
HEJIOCTYITHOCTH METOJIOB, MOJyYEHHBIE TaHHBIE O MTPeoOIagaHuu TSIKENBIX (OPM U O
0osee TAXKENOM TeueHUU reMopuianu A 0OOCHOBBIBAIOT MPUOPUTETHOCTH CO3/IAHUSA
COOTBETCTBYIOIIEH JJA0OPATOPHOI Oa3bl, HEOOXOIUMOM JIJIsl BBISIBIICHHS] HOCUTEIIHHMUII,
MpeHATAIbHOW  JIMarHOCTHKH,  MPOTHO3WPOBAHUS  pPUCKA  MHTHOUTOPOB W
palMOHAIBHOTO BHIOOpA TEPANHH.

[TomyyeHHbIE pe3yabTaThl LETECOOOPA3HO PAaCCMATPUBATH U B CBETE 3BOJIIOIIUU
COBPEMEHHBIX TMOJXOJ0B K JICUCHUIO TeMOPUINHN, ONPEACISIONUX 3TATOHHBIC
OpPUEHTHUPBI OpraHu3aluuy MomMoly. MupoBasi IpakTUKa MOCIEJ0BATENbHO MepenuIa
OT AMU30JMYECKOTO JICYCHUS «I0 TPEOOBAHUIO» K PETYJSPHOW 3aMECTHUTEIHHON
npouiIakTUKe, JI0Ka3aBUIEH CIOCOOHOCTh CYHIECTBEHHO CHUXKATh YacTOTY

reMapTpo30B U MPEA0TBpAIIATh (HOPMUPOBAHKE APTPOIIATHH, & TAKKE K HEPAKTOPHBIM
164



npenaparaM, oOecneunBaoOmUM S(PPEKTUBHBIA KOHTPOJIh KPOBOTOYMBOCTH TIPH
MOJKOKHOM BBEJICHMHM, U K OJHOKpPaTHOW T'€HHON Tepamnuu, oOecleynBaromie
SHJOTEHHYIO BbIpa0OTKY neduiutHoro d¢akropa [89, 111, 138]. B ycnoBusix
pecnyOIuKH, TJIe 3aMeCTUTENbHAS TePaIUs HOCUT MPEUMYIIIECTBEHHO MU30IMYECKHI
XapakTep, a NpoUIAKTUUECKOE JeUeHHE (PAKTUYECKU HE PEAIM30BAHO, 3aKOHOMEPHO
bopMupyeTCS THKENBIN KIMHUYECKUN TPO(HIIb OOTBHBIX, BRISIBICHHBIN B HACTOSIIEM
MCCIIEJOBAHUM: BBICOKAs 4acTOTa F€MapTPO30B, BbIPAXKEHHAs apTPOINATHs, TSHKEIas
aHemus1, yOokuid neguuut ButamuHa D, popMopaznnuHble KOCTHbIE HAPYIICHUS U
OTSATOMIEHHBIA KOMOpPOUAHBINM (OH. Pa3pblB MeXIy STaJOHHBIMHA TOIXOJAMU H
peabHOM IPAKTUKOM OKa3aHMs ITIOMOILN, XapaKTEPHbIN I CTPAH C OTPAaHUYEHHBIMU
pecypcamu [106, 115], B pecniyOsrike OposBIsieTCS OCOOEHHO OTYETIMBO U CIIYKHUT
HEMOCPEJICTBEHHBIM 00OCHOBAaHUEM [IJISl IOATAITHOTO BHEAPEHUS MPOPUIaKTHIECKOM
Mojienu JedeHus. Jlaxe dacTUuHBbIN mepexoa K NpoduiakTHKE Yy JIeTed, coriacHo
JAHHBIM KOHTPOJUPYEMBIX WCCIICIOBAHUN, CIMOCOOCH MNPUHIIUIIAAILHO W3MEHHTH
JIOJITOCPOYHBIA MPOTHO3 3a CYET COXPAHEHUS CTPYKTYpPbl CYCTaBOB M CHUKECHHS
vHBaIMAu3auuu [111].

[TomyuyeHHble  pe3ynbTaTbl HMMEIOT  HEMOCPEJICTBEHHOE OTHOLIEHHE K
OpraHu3aludd MoMoIM OonbHBIM remoduiueil B Pecnybnuke Tamkukucras.
MexayHapoIHbIM ATAJIOHOM CIIYXHUT MOJENb, NpelyCMaTpUBAIOLIas HaJu4yue
HAIMOHAJIBHOTO pPErucTpa OOJBHBIX CO CTAHAAPTU30BAHHBIM COOPOM JIaHHBIX,
HEHTPAIU30BAaHHBIM YNPABICHUEM M MOCTOSHHOM 3aMECTUTENBHOU MPO(UIAKTUKON
kKak cranmapToMm jedenus [138]. JlokazarenpHas 6a3a mpodUIaKTUYECKON Teparuu
yoenuTenbHa: B KOHTPOJHMPYEMBIX MCCIIENOBAHUSX TOKa3aHO, YTO PETyJsIpHAs
Npo(HIIaKTUKA MO0 CPABHEHHIO C 3MHU30JAMYECKUM JIEYEHHEM CYIIECTBEHHO CHIKAET
4acTOTy FeMapTpO30B 1 00ECIIEUNBAET COXPAaHEHNUE HOPMAIbHOU CTPYKTYPbI CyCTaBOB
y OOJIBIIMHCTBA JETEH, TOr/1a Kak OTCPOUYKa Hayajaa Mpo(HIIaKTUKKA acCOIMUPOBaHa C
YBEJIMYEHHEM KPOBOTOUYMBOCTH U 00J€€ BBIPAXKEHHOW apTpONaTHE B MOCIEAYIOIIEH
xu3an  [89, 111]. B ycnoBusix pecnyOnuku, re obOecrniedeHue QakTopamu
CBEPTHIBAHUS ~ HOCUT  NPEUMYLIECTBEHHO  ANU30JMYECKUH  Xapakrtep, a

npouIaKTHYEeCKoe JiedeHHe (PaKTHUeCKH HE  Ppeajn30BaHO, 3aKOHOMEPHO
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(bopMuUpyIOTCS BBICOKAs YaCTOTa reMapTpPO30B, PAHHSAS MHBAIUAN3ALUS U TKEIBIN
KOMOPOUIHBIN (OH, BBISIBIIEHHBIE B HACTOALIEM UCCie10BaHUU. ONBIT COMpeaeabHbIX
CTpaH pEruoHa CBHJIETEIbCTBYET, YTO IEPBBIM IIaroM K CHUCTEMHOW MOMOILU
CTaHOBSATCS HOPMAaTHBHO-METOANYECKast 0a3a, HALIMOHAIBHBIN PETUCTP U OpraHu3alus
COBPEMEHHOW, B TOM WYHCIIE MOJEKYJISIPHO-TEHETUUECKON, auarHoctuku [106].
COBOKYNTHOCTh MOJIYYEHHBIX JaHHBIX OOOCHOBBIBA€T MPUOPUTETHOCTH CO3JAHUS B
pecnyOiuKe eIMHOTO HAIMOHAIBHOTO PETUCTPa OOJBHBIX TeMODInel, HallaKUBAHUS
7a00paTOPHON JMAarHOCTUKH, BKJIKOYAs OIpPEAEICHHE AaKTUBHOCTH (DaKTOPOB H
UHTUOUTOPOB, YCTOMYMBOTO TOCYAAPCTBEHHOTO OOECHEYEHHUsI 3aMECTHUTENbHOM
TE€panuu C I[OCTENEHHBIM BHEAPEHUEM MPOPUIAKTUYECKOTO JIEUYEHHUs, a TaKxKe
MEJMKO-TEHETHYECKOT0 KOHCYJIbTUPOBAHUS CEMEU IpyNIbl pUCKA C YYETOM BBICOKOM
4aCcTOTHI OJM3KOPOJICTBEHHBIX OPaKoB.

CoBOKYIHOCTb BBISIBJIEHHBIX KJIMHUKO-3ITUIEMUOJIOTHYECKUX
3aKOHOMEPHOCTEW TMO03BOJIIET CGHOPMUPOBATH IEJIOCTHOE MPEACTaBICHUE O
remomnu B Pecriyonuke TamxukucTan kak o 3a00J1€BaHUH, MPOTEKatOIeM Ha hoHe
KOMILJIEKCa HEOJarompusiTHBIX PErHOHajJbHBIX yClIOBHH. Bpicokas yacToTa
OJIM3KOPOJCTBEHHBIX OPAKOB CO3/1AET FEHETUUECKUE MPEANOCHIIKH JUISl MOACPKAHUS
HOCHUTEJIbCTBA M OTHOCHUTEJIBHO YacTOrO BBISBICHUS 3a00JIEBaHUSI Yy JKEHILMH;
OTrpaHUYEHHAs JOCTYIHOCTh (PAKTOPHOM TepaIvu 1 Mo3iHee 00pallleHue 32 HTOMOLIBIO
OIpEETAIOT peodaganue TKENbIX (OPM U PAHHIO MHBAJIWIU3ALUIO; KAPKUM U
CYXOW KJIMMAaT acCOLMHUPOBAH C CE30HHBIM HApacTaHWEM YacCTOThl OCJIOKHEHUH;
HYTPUTHBHAs HEJOCTATOYHOCTh W JeUUUT BUTaMHHA D ycyryOnsioT KOCTHO-
MUHEpaJbHbIE HApYILIEHUs; HEJOCTATOYHAs OCBEIOMJIEHHOCTb MEIMLHUHCKUX
pabOTHUKOB W HAacCeNeHUsl MPENATCTBYET pPaHHEW IMArHOCTHKE U NPO(UIAKTHKE.
B3auMHoe ycuieHune nepedyncieHHbIX (akTopoB (pOpMUPYET TSHKENbBIN KIMHUYECKHMA
npo¢uiab OOJIBHBIX C BBICOKOM 4acTOTOW reMapTpo30B, apTpONaTHH, HePpomaTHw,
aHEMUH, OCTEONOPO3a U IICUXOAIMOIIMOHAIIBHBIX PACCTPOICTB, Ha00JIEE BBIPAKEHHBIX

npu reMmodunuu A.
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BbIBO/IbI

1. B 2024 rony B PecniyOnuke TagKMKHUCTaH HACUUTHIBAJIOCH 773 manueHTa
¢ reMo(uiIMe, 4TO COOTBETCTBOBAJIO pacmpocTpanéHHocTu 7,5 ciyuyas Ha 100 000
HacesneHusi. Hanbonee BbhICOKME TMOKa3aTeld MpUXOAWINCh Ha pailonsl PPII, nanee
cienoBaiu XamioHckas u Corauiickas obnactu u r. Jlyman6e, a Haubosee HU3KUE
nokaszarenu HabOmonamuck B 'BAO. B crtpyktype 3a0oneBanusi JTOMUHUpOBaA
remopmiust A co cpeaHeTsHKENbIM U TsDKENbIM TedeHueM. Ciydan remodumu C
oTcyTcTBOBaM [1-A, 2-A, 4-A, 5-A, 13-A].

2. VY KeHImMH 3penoro Bo3pacta ¢ remodunueit A u B (n=15) teuenue
3a00J1€BaHUsl COMPOBOXKJIAIOCH aKYIIEPCKO-THHEKOJIOTMYECKUMH  OCIIOKHEHHUSIMH,
XpPOHUYECKOM aHeMHeW W peakumMu remapTtposzamu. lIpuobGperénnas remoduins
MPOSIBIISIIACh CHUKEHUEM akTuBHOCTHU (akTopa VIII u remopparnueckum CUHAPOMOM
0e3 remapTpo30B. [le6roT 3a060aeBaHNs TPEUMYIIECTBEHHO MPUXOIUIICS HA MOXKUION
BO3paCT W OBUT CBSI3aH C ayTOMMMYHHOW, OHKOJIOTHYECKOM ¥ XPOHUYECKOU
coMaTthueckoi narosorueil. Cpenyu My>KUrH U JKCHIIUH MPUOOpeTEHHas rTeModuins
BCTpeYaIach C COMOCTaBUMOM yacToTou [3-A, 11-A, 12-A, 14-A].

3. PerunonanbHbiMu 0coOeHHOCTMU reMopminu A u B sBismuce BeicOKas
JI0JIs TAIIMEHTOB U3 MHOTOJIETHBIX CeMel U ceMel ¢ OJIM3KOPOICTBEHHBIMU Opakami,
OTpaHUYEHHAs] JOCTYMHOCTh MEIUIIMHCKOM MOMOIIH, COIIMAIbHOE HEOJIaromnojayydue,
nedunut BuTamMmuHa D v mpeuMyIiiecTBeHHOE MPOKMBAHKE B CETLCKONM MECTHOCTU. B
KIIMHAYECKOM  KapTUHE Mpeodsiajaiv  TPEBOXKHO-ICIPECCUBHBIE  COCTOSIHMS,
reMapTpo3bl, TEeMaTOMBI, CIIOHTAHHbIE KPOBOTEYECHHS U  TeModuinyeckas
Hedponarus. KemynodHo-KuIIeUHbIe, CyOKOHBIOHKTUBAJIBHBIE W BHYTPHUYCPEITHBIC
KPOBOTEYEHHUS BCTPEUAIUCH 3HAUUTENIBHO pexe [1-A, 2-A, 5-A, 9-A].

4. TlopaxeHue CycTaBOB MpU TeMO(PUIUN UMENO BHIPAKEHHBIE BO3PACTHBIC
pasnmuuus. Y B3pOCHbIX  MAlMEHTOB  XPOHUYECKAas  MOpOrpeccupyromas
remMorimueckas  apTpomaTHs  COMPOBOXKIANach KOHTPAKTypaMH, CTOMKUMH
GYyHKIMOHATBHBIMA ~ HApYMICHUSMH W BBIPAKEHHBIMA  PEHTTEHOJIOTHYECKUMU
M3MEHEHUSAMU. Y NIE€TEH CYCTaBHOW CHUHAPOM IPOTEKAT OCTPO W PEUUIUBUPYIOIIE,

UMEJ MIPEUMYIIECTBEHHO 00paTUMBII XapaKTep, He COMPOBOXKAAICA (POPMUPOBAHUEM
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KOHTPAKTYyp U MPUBOAWII JIUIIb K MUHUMAJIbHBIM CTPYKTYPHBIM U3MEHEHUSAM [6-A, 7-
A, 8-A].

5. VY B3pOCHBIX NALUEHTOB € TSHKENON reMouiineit MyJIbTUKOMOPOUIHBIN 1
MYyJIBbTUMOPOUIHBIN CTAaTyC ObUT BBIpaXKEH CUJIbHEE, 4eM y Jereil. Merabonnyeckue
M3MEHEHHUSI BKIIIOUAJIA CHIKEHUE YpOBH# xosiectepuna, JIITHII, naaexkca maccel Tena,
KOHIEHTPALIMU TJIFOKO3bl B KPOBU M MUHEPAIBHOM IUIOTHOCTH KOCTHOM TKaHW. [lpu
remominu A mpeoOiagall OCTeonopos, a npu remodpuwiuu B — ocreonenus npu
Oojee peakoM pas3BUTHM ocTeomnopo3a. HapymeHus remocrasa NpOsBISLIUCH
CHI)KCHHUEM AaKTUBHOCTH (akTOopoB CBEpPTHIBaHWS U  yaiuHeHuem AUYTB,
COMPOBOXKJAJIUCh YXYJAIIEHUEM KauyecTBa W3HU W Pa3BUTUEM IOJHUOPTraHHBIX

ocinoxHeHui [5-A, 10-A].
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PEKOMEHJAIUMU 110 TIPAKTUYECKOMY UCITIOJIb30OBAHUIO
PE3YJBbBTATOB UCCJIEJOBAHUSA

1. Opranam npakTuyeckoro 3japaBooxpaHeHus PecnyOnuku Tamxukucran
1eJ1eCO00Pa3HO OpraHU30BaTh PaHHEE BBIBICHHE U YUYET OOJIbHBIX reMouiInei ¢
MPUOPUTETHBIM OXBATOM PETMOHOB BBICOKOMW pacnpoCTpaHEHHOCTH MYTEM CO3/IaHUS
€IMHOTO HAIMOHAJBHOTO pEerucTpa NaIlMeHTOB, BHEIPUTH 00pa30BaTEIbHBIC
IpOrpaMMbl Uil MEULIMHCKUX pAaOOTHUKOB M HACEJIEHUS 1O paHHEH TUArHOCTHKE U
npoduiiakTuke 3a00J1€BaHus, a ¢ y4ETOM BBICOKOM J10J1M OJIM3KOPOJICTBEHHBIX OpaKoOB
— 00€ecneYnTh MEUKO-TEHETHUYECKOE KOHCYJIbTUPOBAHUE CEMEN TPyTIbl PUCKA.

2. Bpauam-remarosoram mpu JUCIIAHCEPHOM HAOJIOJEHUM MAIMEHTOB C
reMouinel peKOMEHyeTCsl MPUMEHITh KOMIUIEKCHYIO MPOrpaMMy MOHUTOPHUHTA,
BKJIFOYAIOUIYIO YJIBTPAa3ByKOBOE MCCIIEJOBAHUE CYCTABOB JUJISl PAHHETO BBISBIICHHUS
apTponaThu, JEHCUTOMETPUIO, KOHTPOJIb IIOKA3aTelel reMoCcTasa, YpOBHS BUTAMUHA
D u »1eKTponuTOB KPOBH C KOppeKuued ux neduuura, a Opu TOKEIOM TEUSHUU
3a00NieBaHUsl — OICHKY (YHKIMM TIIOYEK JJIsi CBOEBPEMEHHON JHarHOCTUKU
reMmopuiIMuecKor HepponaTuu.

3. B cucremy KOMIUIEKCHOTO BEICHHS MAIMEHTOB I€I€CO00pa3HO
BKJIFOYWTh CKPUHUHI TPEBOXKHO-IEIPECCUBHBIX COCTOSHUM C IICUXOJOTHYECKHM
COMPOBOXKJICHUEM, a TaKXe IOBBIIIATh HACTOPOXKEHHOCTh Bpadyeil pas3InyHBIX
CHELMATBHOCTENH B OTHOLIEHUU NMPUOOPETEHHONW reMOopUINU MpU ayTOMMMYHHBIX U
3710Ka4E€CTBEHHBIX 3a00JIEBAHUAX U KIIMHUYECKU MaHU(ECTHBIX (GOopM 3a00sieBaHUS Y

KCHIIIHUH.
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