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AHHoOTaums. TpoMBO3MBONNYECKME OCMOXHEHUS SBMSIOTCS OAHUMM U3 CaMblX OMAcHbIX U PacrpOCTPaHEHHbIX NeTarbHbIX OCMOXHEHUI
Mpy MAaHOBbIX XMPYPr4eckMx BMeLLaTensCcTBax. Bedyluylo ponb B NpedynpexneHun Mx BO3HWKHOBEHUS UIPaeT aHTUKOoarynsHTHas Tepanus.
3HauuTenbHOE YBENWYEHME KOMNWYECTBA KOMOPOMAHbLIX MAUMEHTOB C HEOGXOAMMOCTbIO MPOBEAEHWUS aHTUKOAarynsHTHOW Tepanuu Ans
NpoUNaKTUKN UMK JIe4eHUs] BEHO3HbIX TPOMGOIMGOMMYECKUX OCIIOKHEHWUI TPEBYET OT Bpayeil XWMPYPruveckoro mpoduss 3HaHWe YacTHbIX
BOMPOCOB Ha3Ha4YeHUs! U/ OTMEHbI COBPEMEHHBIX MPOTUBOCBEPTLIBAOLLMX NpenapaToB. Ha cerogHsILLHNI AeHb HU3KOMOIEKYTSIPHbIE renapuHbl
ABMSIOTCA MNpenapataMmu BbiGopa AMns PyTUHHOM NPOUMaKTUKM M LONMTOCPOYHOTO JIEYEHUS! TPOMBOTUYECKUX OCHOXHEHWIA. TpaauLmMOHHO
npenapatbl 3TOW rpynmnbl paccMaTpuBaKTCs MEeOULMHCKMMU paboTHUKaMK Kak OAHOTWMHbIE B3aVMO3aMEHsiIEMble NEKapCTBEHHbIE CPEACTBa,
O[JHAKO OHW CEPLE3HO OTNMYAKOTCS MO OTHOCUTENBHOW aHTUTPOMOMHOBOW aKTUBHOCTY, MOKa3aHUSM 1 MPOTUBOMNOKa3aHUSAIM B 0COObIX KITMHUYECKMX
CUTyaUMsiX, NPUHLMNAX KOPPEKLMU Ha3HavYaeMbIxX [03. BOMbLUMHCTBO NaLMEHTOB, HYXXOAOLMXCS B NAHOBLIX XMPYPrUYeckux BMellaTenbCTBax,
TpebyIOT NepCOHMMULIMPOBAHHOIO NOAXO0AA K HA3HAYEHUI0 aHTUKOAryNsSHTHOM Tepanmu.

KntoueBble cnoBa: TpomM603 rmyGokyX BeH, BEHO3, aHTUKOArynsHTbl, aHTUKOArynsiHTHas Tepanusi

Abstract. Thromboembolic complications are among the most dangerous and, unfortunately, the most common lethal complications of elective
surgical interventions. Today, anticoagulant therapy plays a leading role in preventing their occurrence in everyday clinical practice. A significant
increase in the number of comorbid patients with the need for anticoagulant therapy for the prevention or treatment of venous thromboembolic
complications requires surgeons to be aware of the specific issues of prescribing and/or discontinuing modern anticoagulant drugs. Today, low-mo-
lecular-weight heparins are the drugs of choice for routine prevention and long-term treatment of thrombotic complications. Traditionally, medical
professionals consider these drugs similar and interchangeable, but they differ significantly in terms of their relative antithrombin activity, indications
and contraindications in specific clinical situations, and the principles of dose adjustment. Currently, most patients requiring elective surgical inter-
ventions require a personalized approach to anticoagulant therapy.
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BBeneHune. BeHo3Hble Tpomb6oambo-
nnyeckne ocnoxHenust (BTOO) BHocaT
BECOMbIV BKNaa B CTPYKTYpYy MpUYMH
CMEpPTHOCTW, NPUYEM C YBEINNYEHMEM
cpedHero Bo3pacTa HaceneHusi Bospac-
TaeT u nx KkonmyecTBo. CambIM rpo3HbIM
13 rpynnbl BTOO aBnsietcst TpoM603am60-
nua neroyHon aptepum (TIJA) [1-3].

Ha cerogHAwWHMN [eHb Begywyto
ponb B npenynpexaeHnun BO3HUKHOBeE-
HMa BTOO B noBceaHeBHOW KWHMYeE-
CKOWN NpaKkTUKe WUrpaeT aHTUKoarynsiHT-
Hasi Tepanus. OHa sBnsieTcs 06s3a-
TeNbHbIM KOMMOHEHTOM He TOMbKO Mpo-
(PUNaKTUKM BO3HUKHOBEHUS Tpombo3a
rnybGoKMX BEH MPWU pasfnnyHbIX MaTorno-
rMYECKNX COCTOSIHUSIX, HO U KOMMeKc-
HOro NeYeHUs1 KOPOHaPHbLIX CUHAPOMOB
[4,5], TOJIA, apTepuanbHbIX 1 BEHO3HbIX
Tpom60308 [6,7]. LLUnpokoe npumeHeHne

nepopanbHbIX aHTUKOArynsiHToB, KOTO-
pble He TpebyloT KOHTPOMA nokasaTenen
CBEpThIBaOLWWEN CUCTEMbl KPOBU N NOA-
6opa [03MPOBKM, MPUBOAMUT K yBemnuye-
HUIO KONMYEeCTBa NaLUMEHTOB X1pypruye-
CKOro Npogunns, MMeLLMX NokasaHnsa K
HasHa4YeHWo Tepanuu BbilleyKasaHHOW
rpynnel npenapatos [8,9]. B crauwo-
Hapax Hauboree 4acTo MPUMEHSATCS
HU3KOMONeKynsapHble renapunbl (HMI)
U UHrMbuTOpbl Xa dakTopa CcBepTbl-
BaemMocTn. JT0 OOBLACHAETCS BO3MOX-
HOCTbIO Ha3HayeHusa 1-2 pasa B CyTku
NMOAKOXHO, OTCYTCTBMEM HeobxoanMmo-
CTM YacTtoro nabopaTopHOro KOHTpOrns
rnokasatenen CBepTbIBAEMOCTU KPOBW,
3a WCKMYEHNEM OCOBbIX KIMHUYECKNX
cutyauun [10, 11].

K coxaneHuto, Bpa4n Xmpypruyeckoro
npogmnsa HeJoCTaTO4YHO O3HaKOMMEHb! C

HEKOTOPbIMM YaCTHbIMU BONPOCaMM Npo-
dunaktukn BTOO, Hanpumep, oTnmum-
aMu mexgy npenapatamu rpynnsl HMI
0COBGEHHOCTAMU Ha3HaYeHUs1 U OTMEHbI
aHTMKOAaryrnsHTHOW Tepanuu B HecTaH-
[apTHbIX Cryyasx npyv MAaHoBbIX XW-
pypruyeckmx BMellaTenbcTBax (paHHWiA
nepvoA Nocre BbINOMHEHWS CTEHTUPOBaA-
HWUS apTEPU, 3HAYNMMOE CHUXEHWNE CKO-
poctu kny6oykoBon cunsrpauum (CKP),
HapyLLeHns cucTeMbl KpoBu U ap.). Boc-
nonHeHne aaHHoro npobena u ABnseTcs
OCHOBHOW Lienbio A4aHHON paboTbl.
CpaBHeHMe OCHOBHbIX COBpPeMeH-
HbIX MpenapaTtoB aHTUKOArynsHTHOMW
Tepanuu. CoBpeMeHHble npenaparThbl
0N aHTUKOAarynsiHTHOW Tepanuu Mo
CPaBHEHUIO C TPagMLUMOHHBbIM Hedpak-
LUMOHUPOBAHHBLIM renapvHom obnagatot
NpOrHo3vpyemon 6GrnogoCTYNHOCTBIO 1”
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. AKYTCKU MEONLIMHCKNW KYPHAT

He TpebyioT BbINONHeHWs nabopaTopHo-
roO MOHWTOPWHra nokasaTtenen CBepTbl-
BaemocTn kposu [12,13]. B HacTosiwee
BPEMSA B KMMHUKaxX Hambonee LUMPOKO
npeacTaeneHbl 2 rpynnbl COBPEMEHHbIX
aHTUKOArynsHTOB — HW3KOMOMEKynsp-
Hble renapuHbl (HMIM) n nHrmbutopbl Xa
daktopa cBeptbiBaemoctu. K rpynne
HMIT oTHocATCA 3HOKCanapuH HaTpus
(KnekcaH, QHukcym n Ap.), HagponapuH
kanbumsa (®pakcunapuH n agp.), pante-
napuH Hatpusa (PparmuH n gp.), rpynna
nHrmMbutopoB Xa cpakTopa cBepTbiBae-
MOCTM KpOBW npeacTaBrneHa anvkcaba-
HOM, pwuBapokcabaHoMm, 3goKcabaHoM.
OT1AenbHoe MecCTo 3aHMMaeT npenapar,
TPaAULMOHHO MPUYMCIISEMBIA K rpynne
nepoparnbHbIX aHTUKOArynsaHToB, — (OOH-
panapuHykc (Apukctpa u gp.). Ero B
HacToslLee BpPeMsl OTHOCAT K «CUHTETU-
YeCKUM MneHTacaxapugam», TeM CaMbiM
nogYepkmBas NpUHaANexHoCcTb K rpynne
renapvHOB U MeXaHW3M peanusaummn ag-
dekTa yepes aHTUTPOMOUH 3.

Bce BblleHa3BaHHbIe npenapaTtbl no-
KasaHbl Ans nevyeHus Tpombo3sa rmyBbokmx
BEH HMXXHUX KOHEYHOCTeN, npodunaktu-
K1 BO3HMKHOBeHUst BTOO npwu nposefe-
HUM NoBbIX MHBA3NBHbLIX BMELLATENbLCTB
WKW NpU CyLLECTBEHHOM PUCKE BO3HWKHO-
BeHVs Tpombo3a. DHOKcanapuH HaTpus,
HagponapuH Kanbuus, JdantenapuH Ha-
TpYSA, NapHanapuH HaTpus, doHaanapu-
HYKC SIBMSIKOTCH OCHOBHbIMW NeKapCTBEH-
HbIMW CPEeACTBaMM  aHTMKOArynsHTHOW
Tepanuu npu nedeHun Tpomboambonum
neroyHon aptepun. Takke aHTMKoary-
NAHTLI NPUMEHSIIOTCA B KApAMOnorMm Ans
NeyeHnst oCTPoro KOPOHapHOro CUHAPO-
Ma ¢ nogbemMomMm cermeHTa ST anekTpo-

KapauorpaMmmMbl  (SHOKCanapuH HaTpus)
unun 6e3 nogbema cermeHTa ST anekTpo-
Kapauorpammbl (HagponapuH KanbLus,
fanTtenapviH HaTpusl, hoHaanapyHyKc).

CnepyeT obpaTtuTb BHMMaHWE Ha He-
KOTOpble 0COBEHHOCTU OTAENbHbIX Mnpe-
napaToB, TaK, TOSIbKO 3HOKCanapwuH Ha-
TPUSE U JanTenapuH HaTpusl, COrfacHo
WHCTPYKLUMK, paspelleHbl AN npume-
HEHVS Yy MaUWEeHTOK B Mepuoa rpyaHoro
BCKapMIvBaHUsi, U TOMbKO AantenapuH
MOXET UCMONb30BaTbCA Yy AEeTeN Npu Ha-
YN KNMHUYECKUX NokasaHuin. doHaa-
NapuHyKc, HemTpanusysa ¢akTtop cBep-
TbiBaHUA Xa, Gnokupyetr obpasoBaHue
TpOMOMHA, OOHAKO OH HE WHaKTMBMPYET
HEenocpeacTBEHHO cam TPOMOVH U He
JencteyeT Ha TpombouuThl, Gnarogaps
3TOMY OH MOXET NPUMEHSTLCS Y NaLneH-
TOB C renapuH-MHOYUMPOBaHHOW TPOM-
6ouuTtonenuen Il Tuna.

OCHOBHbIE NOKa3aHWsi K NPUMEHEHNIO
KOHKPETHbIX NpenapaTtoB rpynnbl coBpe-
MEHHbIX aHTUKOarynsiHToB NpUBEAEeHb! B
Tabn. 1.

CnOXHOCTN B PYTUHHOW KMUHUYECKOWN
npakTUKe npeacTaBnsieT BOMpoc BblOO-
pa npenapaTtoB Ans aHTUKOArynsiHTHOW
Tepanuu y nauuMeHTOB C HapyLUIEeHUsIMU
YHKUMM NoYeK unu nedyenu. B coot-
BETCTBMM C  (hapMakoKMHETUYECKUMU
0COBOEHHOCTSIMM B NOpsiAKe BO3pacTaHus
nepuoga nonyBbIBEAEHNS npenapartbl
MOXHO PacnornoXutb crneaylwmm o6-
pa3oM: napHanapuH, HagponapwvH, gan-
TenapuH (okoro 3-4 4), 3HOKcanapwH
(okono 4-5 4), cdoHganapuHykc (okono
12 4), 4TO CBA3AHO C UX MOMEKYNSPHON
MacCOWM U CKOPOCTbK MOYEYHON INMMU-
Haumn. Metabonuam M OCHOBHOW MyTb

BblBEEHUS1 Mnpenapata W3 opraHu3ma
NPOUCXOAMNT Yepes NMoYKM Yy HagponapuHa
1 fantenapuHa, 3HokcanapuvH u doHaa-
NapuHyKC, YacTUYHO MEeTabonnanpysco B
nevyeHu, BbIBOOATCA Takke B OCHOBHOM
yepes noyku. MNepoparnbHble aHTuKoary-
NSHTBI Ha3HayalTCd B OObIYHOW [03W-
poBKe, kKpome choHAanapuHykca, y naum-
€HTOB C HapyLIEHNsIMU DYHKLMN NeYeHN
npu OTCYTCTBMU (haKTOPOB, CBA3AHHBIX C
PYCKOM BO3HMKHOBEHMS KpOBOTEYEHWIA. B
HacTosLlee BpeMs OTCYyTCTBYHOT KPYMHble
nccrefoBaHust Mo pacyeTy ONTUMarbHOWM
AO3NPOBKN MPW HaNM4YnM KPOBOTEYEHUN
[14, 15], B MHCTPYKUMSX MO NPUMEHEHUIO
pPEKOMEHA0BAHO Ha3Ha4YeHe C OCTOPOX-
HOCTbIO BCMeACTBME BbICOKOrO pucka
pa3BUTUSI KPOBOTEYEHUS.
HeobxoanMoCTb  KOppekumn  [03u-
POBKM COBPEMEHHbIX aHTMKOArysnsiHToB
onpeensercs CHWKEHMEM CKOPOCTU
knyboukoBow unbTPaLuM 1 YpoBHEM
CbIBOPOTOYHOrO KpeaTuHuHa. B yacT-
HOCTKW, KOppeKuus [03bl Npu HasHade-
HWM 3HOKCanapuHa HaTpus Heobxoguma
TOMbKO Yy MaUMEHTOB C KIMPEHCOM Kpe-
atuHuHa <30 MN/MWH, KNUPEHC KpeaTu-
HUHa <15 MN/MWH siIBNSIETCS NPOTMBO-
rnokasaHvem K ero HasHadeHuo. PoH-
AanapuHYKC MOXEeT Ha3HavaTbCs npu
CK® >30 mn/mMuH, a Koppekuus O03bl
TpebyeTca yxe Mpu KIUMpeHce KpeaTu-
H1Ha <50 mn/myH. OCOBEHHOCTBIO 3TOro
NeKapCTBEHHOrO CpeacTBa SIBNSETCS Nn-
HeliHasi 3aBMCMMOCTb Mexay MepvoaoM
nonysbiBegeHus u CK®, yto tpebyeTt Kop-
pekuny [03UPOBKKU, HanMpuMep, nepuos
nonyBbIBEAEHUS yBENMYMBaETCA 40 72 4
npu knupeHce kpeatnHuHa 30 MM/MUH.
Cambli  y3KniA UWHTepBan MpYMEHEHUS

OcHOBHBIE IOKA3AHNUS K NPUMEHEHHUIO COBPEMEHHBLIX aHTUKOATYJISIHTOB

HOKCANAPHH Happonapun kajabIus AaaTenapan DonganapuHyKC
HATPHUS pomnap HATPHUS pHHy
Jleuenue TpomM003a TIyOOKUX BEH H/HJIH
p M o TTokazan Tlokazan ITokazan Tlokazan
TPOMOOIMOOIIHH JIETOYHOH apTepUH
Jleuenne HeCTAOMILHON CTCHOKAPIUU U OCTPOTO
pA p Tloxazan IToxazan Tloxazan Iloxazan
uHpapkra Muokapza 6e3 nmogbema cermenra ST
Jleuenne ocTporo nHpapkTa MUOKap/a ¢ MOABEMOM
p bap P A TTokazan He nokazan He nokazan Tlokazan
cermenTa ST
TIpodunaktuka BTDO0 y manueHToB XHUPyprudecKoro
pod ¥ mat PypP Ilokazan IToxazan Tloxazan Iloxazan
npous
IIpodunaxkruka BT30 y 0HKOIOrHYeCKUX MAMEHTOB
pog Y 1 > TTokazan He nokazan ITokazan Tlokazan
KOTOPBIM BBIITOJTHSAIOTCS] HHBa3MBHBIC BMEIIATEIILCTBA
TIpodunakrrka TpoM003a COCYIMCTOrO KOHTYpa
pog p YA P Iloxazan IToxazan Tloxazan He nokazan
IIPU TEMOJHATIH3C
Ipo¢unaxruxa BTIO u neyeHue Tpomb03a BeH IIpu xpaiineit Jlonyckaercs Bo 2-3 [Ipu xpaiineit Tonyckaercs
y OepeMeHHBIX HEOOXOMMOCTH | TPUMECTpe OEPEMEHHOCTH | HEOOXOIUMOCTH b
IIpodpunakruka BTOO u neuenue Tpombo3a
BEH y MALIUEHTOB € relapuH-UHAYLUPOBAaHHON He noxasan He noxasan He noxasan IToxazan
TpombonuTonenueii 11 Tuma
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no CKOpoCTW KnyBoykoBoW unsTpauum
UMeeT HagponapvH kKanbuusi. Tak, yxe
npu KNuMpeHce kpeaTuHuHa <50 mn/ MuH
HeobXoAUMO YMEHbLUEHWE [O3VMPOBKY, a
npu KnupeHce kpeatuHuHa <30 Mn/MuH
— ero oTMeHa. [lantenapuH HaTpus no-
TpebyeT KoppeKumnn 03kl NpU NpeBbILLe-
HUW YPOBHS! CbIBOPOTOYHOIO KpeaTuHuHA
150 mkMonb/n. Koppekumsa [03bl NPOBO-
OUTCS MOA KOHTPONEM YPOBHsI aHTU-Xa
aKTMBHOCTW, YTO ManonpuMeHNMo B yc-
NOBUSAX pearibHOM KMHUYECKON NPaKTUKK,
O[HaKO COrnacHoO MHCTPYKLUK No npume-
HEHVIO OH MOXET HasHayaTbCsl MpU M-
0ol cTeneHn HapyLleHnst PyHKLMKU NoYek
[16,17].

Ewe opgHom ocobeHHOCTbO fanTe-
napuHa HaTpus SBMSETCS BO3MOXHOCTb
€ero npYMEHEHUs NpU OHKOMOrMYEeCKMX
npoueccax U CHWXEHHOM YPOBHE TPOM-
OounTOB KPOBW, HaMpUMep, Ha POHEe XK-
MUOTEpanNeBTUYECKOrO neyeHust. MNMonHas
[03a HasHayaeTCcs Npu KOHLEHTpauuu
TpoMbouuToB >150x10%n, ymMeHbLUeHne
0o3bl Ha 25-30% HeobXoAMMO NpU KOH-
LeHTpauun TpoMOOUUTOB B AnanasoHe
>50x10%n n <100x10%n, npu KOHUEHTpa-
uun TpomboumnToB <50x10°%n TpebyeTcs
OoTMeHa npenapata. CornacHo gencrey-
IOLLMM pEeKOMEeHAaUUsIM MpW  BbIMOSHE-
HUWM OMEepaTMBHOIO NEeYeHUsi No MoBoAYy
310Ka4YeCTBEHHOIO  HOBOOOpPa30BaHMWS
npenapatom Bblbopa SBNSAETCA 3HOKCa-
NnapuH HaTpwsi, O4HAKO BbICOKUA PUCK
KPOBOTEYEHMSA MNPU  310KAYECTBEHHOM
HOBOODOpa3oBaHUN PUOANYECKN SBMSET-
Csl MPOTMBOMOKA3aHWEM K ero HasHade-
Huto [18].

Mpn Heo6GXooUMOCTM  BbIMOMHEHUS
CMUHHOMOS3rOBOM UNW  NepuaypanbHon
aHecTe3un crniegyet NOMHUTb O HEobXo-
OVMOCTW OTMEHbI 3HOKCanapuHa HaTpus
He nosgHee 24 4y 0o Havana BbINOMHEHUS
BbllLEyKa3aHHbIX BMeLLaTenbCcTB, npu
3TOM JanTenapviH HaTpusi AOMyckaeTcs
NPUMEHATbL B NPOMNakTUYECKMX [03ax
C y4yeToM hapMaKkOKMHETMYECKOro npo-
dwunsa npenapata [19].

OnpepeneHHyo TpyOHOCTb Y Bpayew
XUpYypruyeckoro npoduns npeacraBnsaeT
BOMpoc 6e3onacHoro npepbiBaHUS Anu-
TenbHOWN aHTUKoarynsHTHou Tepanuun. OH
ABMSIETCS AOCTATOMHO CMOXHbIM, Tak Kak
B OENCTBYHOLUMX KITUHUYECKUX PEKOMEH-
Jaumsax galTcs A0CTaTodHO 0006LLeH-
Hble OTBETbI, CMbICIT KOTOPbIX CBOAUTCS K
HeobXoAUMOCTM fevallm Bpavyom CooT-
HECTU PUCK BO3HUKHOBEHMSI TPOMBOIM-
Oonnyecknx n remopparm4ecknx OCrox-
HEHWI Yy KaXkOoro KOHKPETHOro naumneHTa
nepes OTMEHOM aHTUKOarynsiHToB Wnu
aHTMarperaHToB. PuCK BO3HMKHOBEHMS
OOonbLUMX KPOBOTEYEHWUI OMpeaensiercs
BMAOM OMNepaTMBHOIO BMeELLATENbCTBA
[20,21] (Tabn. 2), a nepvonepaunoHHbI

Puck BO3BHUKHOBEHMHSI KpOBOTe‘IeHﬂﬁ MPpHA PA3INYHBIX ONIEPATHBHBIX BMEIIATE/IbCTBAX

20, 21]

Puck
KpOBOTeYeHMit

Buj BMemarebcTBa

MuHUMAaJIbHBIH

Mauteie BMenaTenbcTBa (0 TaTbMOIOTHIeCKHUE, CTOMATOIOTHYECKUE
u 7Ip.)

Ornepalny Ha KoXe, €€ TIPUIATKaX U MOJKOKHOMN KUPOBOIA KIIeTYaTKEe
DHI0CKOIUYECKIE BMEIIATEIHCTBA O¢3 BBIITOJIHEHUS OUOTICHH
MajtouHBa3MBHbIE BMEIIATEILCTBA Ha ITOJKOKHEIX BEHAX KOHEYHOCTEN

Huskuii

DH/I0CKONMYECKHE BMEIIATeIbCTBA C BBIIOIHEHHEM OHOIICHI
buoncus npeacrarenbHO Kennes3bl, MOUEBOTO My3bIPst
VHTepBeHITMOHHBIE BMEIIATEILCTBA Ha TIEPUPEPHISCKUX apTePHIX
KarerepHast abmsiiiust, IMIUIAHTAIMS HCKYCCTBEHHOTO BOAUTENS PUTMA

Bricokuii

Xupypruueckue BMEIIaTeNbCTBa Ha CepALe U CoCyaax

TopakanbHbIE BMELIATENbCTBA

Ormnepanuu Ha opraHax OpIOIIHOI MOJIOCTH U Ta3a

BMmemarenscTBa Ha TOTOBHOM M CTIMHHOM MO3Te

CrnuHaIbHAS WM XAy pabHAs aHECTE3HsI, CIIMHHOMO3TOBAs! ITyHKITHS
JIro6ble BMEIIATENHCTBA C MACCHBHBIM MOBPEKACHUEM MATKHX TKaHEH
Vposoruueckue onepanyy, BKIOYask JUCTAaHIIMOHHYIO JIUTOTPUIICUIO
Bonbmme opronenuueckre BMeNIaTenbcTBa

C0>XXHBIE SHI0CKONNYECKUE MAHUITYIISILIUI

Broncus BHyTpeHHHX OpraHoOB

puck passutua BT3O ctpatuduumpyert-
cs cornacHo Tabn. 3.

Y naumeHToB C MWHUMaInbHbIM pU-
CKOM  BO3HWKHOBEHUS  KPOBOTEYEHWN
pexuM nprvema npsmbiX nepopanbHbIX

AHTUKOArynsaHTOB M3MEHEHWIO He noAa-
NEXUT, B TO BPEMS KaK NMpu HU3KOM pu-
CKe pekoMeHOyeTcs Ux oTMeHa 3a 24 4
[0 onepaTMBHOrO BMeLLAaTenbCTBa, a npu
BbICOKOM puUCKe — OTMeHa 3a 48 4 [23].

Puck pa3BuTHSI BeHO3HBIX TPOMO003MO0JIMYECKHX OCJI0KHEHUIH B ePHONEePALHOHHOM
nepuoje (mkajga Kanpunn B peqaxkuun American College Chest Physicians (ACCP))

[22]

Puck
pa3BuTus
BTO0

Ilepuonepanuonublii pakTop pucka

Bricokuit

[IpoTte3 MUTpaIBHOTO KiIanaHa

MexaHuueckuii IpoTe3 a0pTajabHOIo KilanaHa

Octpoe HapylIeHHEe MO3rOBOTO KPOBOOOPAIIEHHUS 110 HIIEMUYECKOMY THITY WIIH
TPaH3UTOPHAsI HIIEMUYECKas aTaka B IIOCIEHUE 6 MeCAIeB

Oubpusinms npencepaui u onenka no mkaite CHA2DS2-VASc = 7-9 6amios
OcTtpoe HapyIIeHHE MO3TOBOTO KpPOBOOODAIIEHHUSI 10 HIIEMHYECKOMY THITY
WM TPaH3WUTOPHAs UILIEMUYECKas aTaka B IOCIeJHNE 3 Mecsla y MalueHTOB C
bubpuIAIHeH npeacepauit

PeBmaruueckas 6olie3Hb cepua

Co6srTre BTOO B mocnennue 3 mMecsina

Tsoxensle Tpombodummu (nepuiur nporamuna C winu S, antutpom6buna 11,
aHTH(OCHONTUTHIHBIN CHHIPOM)

Cpenuuit

JIBycTBOpUATBIA AOPTANbHBI KIallaH B COYETaHMH C (aKTopaMu pHUCKa
HIIEMHYECKOTO HHCYJIbTa ((UOPMIISIIUSA TPEACEPariA, OCTPOE HapyIICHUE
MO3rOBOTO KPOBOOOPAIICHUSI WIIM TPAaH3UTOPHAs HIIEMHYEeCKas araka B
aHaMHe3e, CaxapHbIi Jua0eT, XpOHHWYECcKas CceplevHas HeI0CTaTOYHOCTS,
BO3pacT Oosee 75 neT)

Oubpusinms npencepaui u ornenka no mkaine CHA2DS2-VASc = 4-6 6amios
Cobpitne BTDO He panee mociieTHUX 3 MecsleB U He o3aHee 12 Mecsien
Hersoxenast tpomOopums

Peunaus BTDO B anamHue3se

Omnkonoruyeckoe 3aboeBaHne

Huzknit

JIByCTBOpUATHIif a0pTaNbHBIN KiIamaH 0e3 pakTopOB pUCKa UIIEMHYECKOTO
HHCYIIBTA

Oubpumsnus npencepauii u onenka no mkane CHA2DS2-VASc = 0-3 6amios
Coo0bitne BTDO He paHee nocieanux 12 Mecsies

OtcyTcTBue apyrux GpakropoB pucka BTDO




. AKYTCKU MEONLIMHCKNW KYPHAT

3a nocneaHue rogbl 3Ha4UTENBLHO yBENK-
ymnca o6bEM AaHHbIX MO KITMHUYECKOWN
cdhapmakonorum npsiMbIX NepopanbHbIX
aHTMKOarynsHToB B xupyprun. Hau-
bornee 3HaYMMbIMWM  UCCNELOBaAHUSMMN
aensoTca PAUSE (2019) [24], PERIXa
(2023) [25], COMPASS (2021) [26],
ANDROMEDA-AKI (2022) [27], koTopble
YTOYHUITN OUHAMUKY HAKOMMEHUS U anu-
MUHaUUM npenapaTtoB, papMaKoreHeTu-
yeckne ocobeHHOCTM Mx meTabonusma,
a TaKke ONTMManbHble CXEeMbl OTMEHbI
nepes BMeLLATENbCTBAMM Pa3NUYHOM Ka-
Teropum pucka. B nccnegosannn PAUSE
ObINO MoKa3aHo, YTO CTaHgapTHasi oT-
MeHa anukcabaHa, gaburatpaHa u pu-
BapokcabaHa 3a 2-4 cyT 4o BMellaTenb-
CTBa MUWHVMMU3WNPYET reMopparnyeckme
OCMNOXHEHUsA MpU COXPaHEHUWN KparHe
Hu3koro pucka BTOO (<1%). JononHu-
TeNbHbLI aHanM3 npoAeMOHCTpUpoBar,
YTO y NaumeHToB ¢ Maccol Tena >120 kr n
BbIpaXXEHHOW rmnoansbymvHemvien (anb-
OymunH <32 r/n) nepvod nonyebiBeAEHUS
NpsSMbIX NepopanbHbIX aHTUKOArynsHToB
3HAYUTENbHO YBENUYMBAETCH, YTO TPeby-
€T KOPPEKTUPOBKN CPOKOB OTMEHbI. Tak-
e BbISIBMEHO, YTO y HOCUTENEN annenen
ABCB1*2 n ABCB1*8 oTmedvaetcsa 3a-
MeaneHne KnupeHca gaburatpaHa (oco-
6eHHo npu cHmkeHHon CK®), yto genaet
onpaBAaHHbIM MePEHOC OTMEHbI Ha 96 u.
MccnepgoBaHma  npogeMOHCTpYpoBan,
4YTO y MaUMEHTOB, MONy4YarLmnx Bepana-
MU, OPOHESApOH WNW aMuaapoH, He-
0b6xoaMMo AONOMHUTENBHO YBENUYNBATL
CPOKM OTMEHbI MpPSMbIX MNepopanbHbIX
aHTUKOArynsaHToB BBUAY MHIMOUpPOBaHMS
P-rnukonpoTtenHa n 3ameaneHvst BbiBe-
JeHusa npenapaTtos [28].

Mpu Bbicokom pucke BT3O, a Takke
npu COYEeTaHUM BbLICOKOTO puUCKa BO3-
HUKHOBEHUS1 KPOBOTEYEHUS U BbICOKO-
ro pucka BTOO crnegyetr paccmoTpeTb
npoBegeHne mocTt-Tepanun. NMocneaHas
npoBoaunTCcs HeppaKLMOHUPOBAHHbIM
renapuHoM WM HU3KOMOJEKYMSAPHbIMU
renapuHamu  (gantenapvH, Hagpona-
pVH, SHOKCanapwH) B TepaneBTUYECKOMn
(chmbpunnaumns npeacepaomn, mexaHmye-
CKMe NpoTe3bl KnanaHoB cepaua, anu3os
BT30O B nocnegHuii mecsy) unu npome-
XKYTOYHOM [03€e (BbICOKUA PUCK KPOBO-
TeyeHnss + oubpunnsaums npeacepann,
MexaHn4yeckne nNpoTesbl KnanaHoB cepa-
ua, anusog BTOO B nocnegHun mecsiu) B
nepuop OTMEHbI NepoparbHbIX aHTMKOa-
rynaHToB [29,30].

Mpu npoBegeHun mocT-Tepanuu OT-
MeHa HepaKkUMOHMPOBAHHOIO renapuHa
ocyllecTBnseTcsd 3a 5 4 Jo BMeLlaTenb-
CTBa MpW BHYTPMBEHHOW MHAY3MKN 1 3a
12 4 Npu NOOKOXHOM BBEAEHUUN, OTMEHA
HM3KOMOINEKYNSAPHbIX FenapuHoB — 3a
24 4[22,31].

[nsa oueHkn pucka passutus BTOO B
nocneonepawlmoHHOM nepuoge Bcem bes
UCKMIOYEHNs nauneHTam Heobxoguma
ctpatudukaumsa no wkane KanpuHu B
pepakuun American College Chest Phy-
sicians (ACCP) [22].

HasHaueHve HU3KOMOIEKYNSIPHbIX
renapvHoB B NpoguUNakTU4eckon [o3u-
pOBKe MOKa3aHO Yy nauuMeHToB, Habpas-
Wwmx no wkane KanpuHu 3 1 6onee 6an-
na, T.e. UIMeRLLMX MUHUMYM YMEPEHHbIN
puck Bo3HMKHOBeHNss BTOO B nocneone-
pauMOHHOM Nepuoae, TONMbKO MpU Ypes-
Bbl4aHO BbICOKOM pucke (11 n Gonee
Gannoe no wkane KanpuHu B moandu-
kauum ACCP) cnegyeT paccMOTpeTb MH-
OuBrayanbHbIi nogbop 403bl MO YPOBHIO
aHTM-Xa aktmeHoctn (0,2-0,5 ME/mn
yepe3 3-4 4 nocne BBegeHus nnm 0,1-
0,2 ME/mMn yepes 12 4 nocrne BBeAEHUS)
[32,33].

Mpn HeobxoOMMOCTM MpoBeAEHUs!
XUPYPrnyeckoro BMeLlaTenbCcTBa y na-
LMEHTOB C CYLLECTBEHHbIM PUCKOM BO3-
HUkHOBeHMS BTOO (BbICOKUIA, O4YeHb
BbICOKAN U1 4Ypes3Bbl4aiHO  BbICOKMN),
abCconoTHLIMK NPOTMBOMOKa3aHMSAMN
K HasHa4YeHWI0 aHTUKOarynsHToB w/wunu
KpalHe BbICOKMM PUCKOM MaCCUBHOM
nepuonepaLmoHHON KpoBonoTepu Heob-
XOAMMO B KayecTBe OCHOBHOIMo metoga
npodmnakTrkn paccMmaTpmBaTb nepemMe-
XKaroLycsi MHEBMOKOMIMPECCUIO  HUXK-
HUX KOHEYHOCTEN, a Npu Hanmmyum Unu-
ohemMoparnbHOro Unu KnMoKaearnbHOro
Tpombo3a rny6okmx BEH — UMMIaHTaL Mo
BPEMEHHOIO KaBa-(hufsTpa B HDKHIOK
nonyto BeHy [34, 35].

Bpems BO30GHOBMEHWs1 cTaHOapTHOW
aHTUKOAarynsHTHOW Tepanuu onpede-
ngeTca nevalmym BpavyoM Ha OCHOBa-
HUN KOMMMEKCHON OLeHKM puckos [36],
OQHAKO Y MauMEHTOB BbICOKOTO pucCKa
BO3HWKHOBeHNss BTOO pekomeHayeTcs
HasHa4eHne NpounNakTNYecknux fo3 co-
BPEMEHHbIX aHTUKOArynsiHToB Ha NpoTs-
XeHun 2-6 Hefenb (NpoaneHHasi npodu-
naktuka) [37-39].

3akntoyeHune. 3HauuTenbHoe yBenu-
YeHne KonmMyecTBa KOMOpPOUAHBLIX nauu-
€HTOB C HeoOXOAMMOCTbIO NpoBeAeHMs
aHTUKOAarynsiHTHoOW Tepanuu Ans npodu-
NaKTUKU UMU NIEYEHUs] BEHO3HbLIX TPOM-
603MBonMYecKknx OCNoXHeHU Tpebyet
OT Bpayven XuUpypruyeckoro npoduns
3HaHWE 4YacCTHbIX BOMPOCOB Ha3HaYeHMWs
n/vnn OTMEHbl COBPEMEHHBIX MPOTUBO-
cBepTbiBaloWmnx npenapartos. Cospe-
MEHHbIE MeTaaHanusbl MOATBEPXKAALOT,
YTO MPUMEHEHME MPSMbIX NepoparnbHbIX
aHTMKOAarynsiHToB B nepuonepaLmoHHOM
nepuoge Tpebyer yyéta He TOmNbKO Ku-
peHca KpeaTUHWHA, HO U TakuxX (akTo-
poB, Kak Bo3pacT >75 neT, Hann4ne cap-
KOMEHUN, XpOHUYecKasa cepaeyHasi Heo-

CTaTO4YHOCTb, COMYTCTBYHOLIAA Tepanus
nHrnéntopammn CYP3A4 (keTokoHason,
dnykoHason, KNapuTPOMULMH, 3pUTPO-
MULUMH 1 4p.) u P-rmukonpoTtenHa (Bepa-
namun, uuknocnopuH). WccnegosaHus
NpOAEMOHCTPUPOBAnM, YTO Y MAUNEHTOB,
norny4yarowmx BepanamMmun, ApOHeaapoH
Unn ammaapoH, HeobxoauMmo gonon-
HUTEMNbHO YBEMUYMBATL CPOKM OTMEHbI
NpsIMbIX NepoparbHbIX aHTUKOarynsiHToB
BBUAY UHMMOMpoBaHusa P-rnmkonpoTtenHa
1 3ameaneHus BblBEAEHUS MpenapaTtos.
Takke obOHapyxeHo, 4YTo puBapokcabaH
Yyalle accouMMpoBaH C nepuonepalmoH-
HbIMW KPOBOTEYEHUAMMU, YeM anukcabaH,
YTO NMOATBEPXKAEHO KPYMHBIMU perucTpa-
M XAPASS n ETNA-AF. Ocobyto porb
UrpatoT AaHHble 0 BO30OHOBMNEHNUN aHTU-
KoarynsHToB Mnocrne BMeluaTenbCTBa.
CornacHo nocrnegHuMm  nybnvkaunsam
pekomeHayeTcs BO30OHOBNATL Tepanuio
npsiMbIMK  NepoparbHbIMK ~ aHTUKoary-
NaAHTaMn yepes 6-24 4 nocre BMeLLa-
TEeNbCTB HU3KOTO pucka u yepes 48-72 4
nocrne BbICOKOPMCKOBbLIX BMELLATENbCTB,
HO TOMbKO MpPW YCMOBUU CTabUINbHOrO
remoctasa. Y nauueHTOB C BbICOKAM
puckom BTOO ob6ocHoBaHO npumeHe-
HUE HU3KOMOSEKYNSIPHBIX TenapuHOB B
KayecTBe BPEMEHHOW Tepanuu, ofHako
y NauMeHTOB Ha MpsSMbIX NepoparnbHbIX
aHTUKoarynaHTax MocT-Tepanus B 60nb-
LUMHCTBE Ccrny4aeB He TpebyeTcs, 4TO
NOATBEPXKAEHO AAHHBbIMWU UCCNEAOBaHMUSA
PAUSE. B HacTosilee BpeMsi 60MbLUMH-
CTBO MaUMEHTOB, HY>XOAlLIMXCS B nna-
HOBbIX XMPYPrM4ecknx BMeLLaTenbCTBax,
TpebyloT NepcoHMMULMPOBAHHOIO NOA-
XOAa K Ha3Ha4YeHW aHTMKOArynsiHTHOMN
Tepanuu.
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KnuHu4yeckas xapakTepmMcTMKa MeCTHbIX U 00LWmMX PeHOTUNMYECKUX NPOoSBIIEHUN
cuHagpoma LADD, nevyeHue n KOMNNeKcHasa peadbunuraums
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AnHoTaums. Cungpom LADD (MKB 10 Q87.8) — ynbTpapeakoe HacneacTBeHHoe 3aboneBaHne ¢ ayTOCOMHO AOMUHAHTHBIM TUMOM Hacneao-
BaHusi, CBA3aHO ¢ MyTauusimm reHoB FGFR2, FGFR3 u FGF10. Xapaktepu3yeTcsi CACTEMHbIMU NMOPaXEHUSIMU: HENPOXOAUMOCTbIO HOCOCIE3HOMO
KaHana, anakpuMmuen, runonnasuneit CnésHbiX U CIOHHBIX Xenés, nopokamu 3y6oB 1 OKKIO3UW, KCepocToMUel, kcepodTanbmyein, aHoManusamm
YLUIHBIX PAKOBUH, TYrOyXOCTblO, MOPOKamy BEPXHUX KOHEYHOCTeN. B pedkux crnyyasix oTMeYatoT OTCYTCTBME OKOMOYLUHOW CIIOHHON Xenesbl, aHo-
Manuu rnas, areHe3uio noyek, NoIMKMCTO3 ANYHUKOB. B AKyTM cuHOpoM BrnepBble BbISIBNEH B OAHOW ceMbe (Y oTua v Aeten cnbeos). MauueHtam
NpoBEenu KOMMNNekcHoe obcrnenoBaHne U OPTOAOHTUYECKOE NIeYeHe C HopManuaaumei OKKIMI03UM 1 BOCCTAHOBIIEHMEM aHaTOMUYeCckon GhopMmbl
3y6oB. [TPOrHO3 3aBMCUT OT TSXKECTU NMOPOKOB, BOMBLLUMHCTBO NALMEHTOB BeAyT NOMHOLEHHbI 06pas xusHu. Bpayam BaxHO yunTbiBaThL Xapakrep-
Hble NPU3HaKn CMHAPOMa N CBOEBPEMEHHO HanpaBnsiTb NaLMEHTOB Ha obcnenoBaHue. [lnarHocTvka natonorum Tpebyet MynsTUANCLUMNITMHAPHO-
ro nogxofa, a paHHee BblsiBNEHWE Yy4yLIaeT KaqyecTBO XU3HW BOMbHbIX.

KntouyeBble crnoBa: reHeTuyeckne Mytaumu, cuiapom LADD, wmnosuaHble 3yObl, runonnasus, ageHTus, anakpymMmns, TyroyxocTb, rMnonnasms
nanbLeB 1 NpeanneYunii

Abstract. LADD syndrome (ICD 10 Q87.8) is an extremely rare hereditary disease with an autosomal dominant type of inheritance, associated
with mutations in the FGFR2, FGFR3, and FGF10 genes. It is characterized by systemic lesions: obstruction of the nasolacrimal canal, alacrimia,
hypoplasia of the lacrimal and salivary glands, dental defects and occlusion, xerostomia, xerophthalmia, anomalies of the auricles, hearing loss,
defects of the upper extremities. In rare cases, the absence of a parotid salivary gland, eye abnormalities, kidney agenesis, and polycystic
ovaries are noted. In Yakutia, the syndrome was first identified in the same family (in the father and children of siblings). The patients underwent
a comprehensive examination and orthodontic treatment with normalization of occlusion and restoration of the anatomical shape of the teeth. The
prognosis depends on the severity of the defects, and most patients lead a full-fledged lifestyle. It is important for doctors to take into account the
characteristic signs of the syndrome and send patients for examination in a timely manner. Diagnosis of pathology requires a multidisciplinary
approach, and early detection improves the quality of life of patients.

Keywords: genetic mutations, LADD syndrome, spiny teeth, hypoplasia, adentia, alacrimia, hearing loss, hypoplasia of fingers and forearms.
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